EAAHNIKH PEYMATOAOTIKH
ETAIPEIA & ENAITEAMATIKH ENCEH
PEYMATOAOION EAAAACE.

SODW&?S’ nuepeg ,
PevnatoAoyilag

13-15 Mafoy

I'epoAvudtov Navoikd Emikoupikr) Pevpatoddyog, Pevpatodoyikr] KAt

TQwpTtlw Zw1 Eldikevouevn Pevuatoloyiag, Pevuatoioywkr) kAwvikn ILT.N.
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Mopeila
acBevolg

—

OI10QMATA KATW AKPWYV AHPW, AcUKwpa oupwyv 24h=1,2gr.
o N/® exTipnon

« U/S veppwyv kal U/S Kapdidag Xxwpic euprjpata

« ETravévapén avri-utrEPTAOIKAG AYWYNG

ApOPaAYLEC KATW AKPWV

—

b 8

* P/Kexktiunon



MNopeila aocBevoucg

S

PEYMATOEIAHX
APOPITIAA

1. Otdnua IMAK duopw,
AIWOLES KATW AKPWV

2.AvoooAoy1kOG
EAEYXOG:
RF (+)
CCP (-)
ANA-=1/160
ANCA, ACA, anti-
Sm, anti-Scl, SSA,
SSB, RNP (-)apv.
C3, C4 (ko)




Mopeila
acBevolg

—

OEM (By pass)

* X/®: Nooog 2 ayyelwv- TOAAXTIAQ avevpVoUATA — KOUB0A0Y0ELONG
EIKOVA aYYELWV

* 'Evapén aywyns yla .oxauuikn kapdlomddeia

NoonAela o€ MEO® A0yw coBapnc Bpadukapdiac-tomoditnon
Bnuatodotn

X/0gv kdtoaypa AP kviung —

Aoinwé&n ovpomomrtikov (IMoAvavOektikd Enterobacter)

ETtaven@avion oldnuatmv KAtTw aKpwVv K‘(xmw&o’ov, SveaioOnoia
KATW AKPWV, EAKWTIKT BAAPN o€ néya SakTtvAo AP 1080¢

RA-vasculitis??? MpooOkn Tocilizumab' (VTEdpPLwS)



MNopeia aoBevouc

—

Inmtiko Shock- Aouwdnc evéokapditida- Noonieia o MEO

Ywx 1 mo (AtaowAnvwon, CRRT, agpaipeon fnuatodotn)

[TAsvpLtiky) , TEPIKAPSLAKT) KAL XOKLTIKT) CUAAOYT) —
mapakevtnon: (-) kakonOeia, (-) KaAAEPYELES

ImAnvoueyaAia, avtiSpaotikn Aeu@adevomabela
[MoAAamA1) povovevplitida

AlkTVWTT] TIEALWOT ——
Igra(-), HbsAb (+),HbcAb (+), HBV-DNA/HCV/HIV(-)
RF (+++)= 1367 1U/ml ‘

NekpwTikd €Akn o€ lo, 20 ddxtuAo AP moddog —

Bloyia= Mn £181k€G ayyeUTISIKEG AAAOLWOELG



Mopeia acBevoug

Evéokapditida -
Inmtikdé Shock
[ &
Pevuatosidng
apBpitida A il
Aptnplaxm Bnuatodotng YYEUTLOX !
UTIEPTAOT ‘
06/2020 I
I 07/2020 05/2021 06/2021
2013 2019

OEM



AvaBewpnon
_Aldyvwong

OZQAHZ
MOAYAPTHPITIAA
05/2021

[ToAvopoyovitida
HmatoomAnvoueyaieia
AvtiSpaoTtikn Aep@adevomadela

[MoAAamAr) Movovevpitida

ApTNpLaKt VTIEPTAOGT OE VEQPT NAKia

Avevplopata ote@aviaiag aptnplog

NEKPWTIKA £AKT) SAKTUAWV

w\

. HpsSVLCo?\ovn
mg/KgBX)

o Rituximab (oxfua

4 eBSonadiaiwv
EYXVOEWV)

\_

)




~ Kpithpia Tacivounong

1990 criteria for the classification of polyarteritis nodosa

1. Weight loss >4 kg
Loss of 4 kg or more of body weight since illness began. not due to dieting or
other factors

Polvartentis nodosa Mecrotzing arterits of medium or small
2. Livedo reticularis 5 R 8 R
Mottled reticular pattern over the skin of portions of the extremities or torso [P":"’] arteriecs 'l-'l-”.hr'ut :.:ll?m'."]’u]l.?n'." I-lhn.t]:"l or

T vasculitis in arterwoles, capillanes, or

Pain or tenderness of the testicles, not due to infection, trauma, or other causes VeI I'L"‘:\- ;.'lnd not a5s0C | '|.|.I."|j “” h
- | = e .

4. Myalgias, weakness, or leg tenderness A H S f— H - -
Diffuse myalgias (excluding shoulder and hip girdle) or weakness of muscles or o |T| 1 n'-u1 I'ﬂ'l[?ll'l 1 I L'!l 11"[2![..'-!-“1 [ ||.|T| lh'.:'lJ ICS
tenderness ‘ _-h -.,'.{ g .lll.q =|
5. Mononeuropathy or polyneuropathy
Development. of mondnswopathy. multiple’ mononeurapatilee, oF 2012 International Chapel Hill Consensus Conference on the Nomenclature of Vasculitides

polyneuropath

6. Diastolic BP >90 mm Hg
Development of hypertension with the diastolic BP higher than 90 mm Hg

7. Elevated BUN or creatinine
evation of BUN >40 mag/dl o ea

9. Arteriographic abnormality

Arteriogram showing aneurysms or occlusions of the visceral arteries not due to

obstruction of leg muscles, arteriosclerosis. fibromuscular dysplasia, or other
ammatory cayse

10. Biopsy of small or medium-sized artery showing PMN

Histologic changes showing the presence of granulocytes
mononuclear leukocytes in the artery wall

* For classification purposes, a patient shall be said to have f
if at least 3 of these 10 criteria are present. The presence of &
criteria yields a sensitivity of 82.2% and a specificity of 86.6%.\
pressure; BUN = blood urea nitrogen; PMN = polymorphonuclé




MNopeila acBevoucg

e

01/2022

. ZNMOVTLKI XTIOAELX
Bapovug (>15kg) [MpooABe oTn
. 'Evtovn komwon ‘ PeupatoAoyikr KAIVIKE
. 'Exmtwon uuikng .oyvog Tou [1.I.N.lwavvivwyv

(aduvauia opbootdTiong

. Mn BeAtiovueves aluwbie
AKPWV

O aobevn g ixe AaBel
12/2021 Tnv 11 £yxuon Tou
2°V KUkAou Rituximab.




KAWLKN €lkova

Tpillovtes Baoewv
AU W

Xwpls evepyo apbpltida -
Mvik1) 1oxUg dvw aKpwv

3/5, Katw axpwv 1/5,
VTALoONola KATW AKPWV

ZVu @O OLONUATA KATW AKPWV,
Stdxutn okAnpodepuia

11



ATTO TOV EPYAOTNPIOKO EAEYXO

2ulAAovyni
oupwv
24h yia

AgUKW A

1n:
180mg

2"
442mg

3
250mg

Hct / Hb 41,1/12,8 HbsAg (-) apv

WBC 10000 (4810/ | | HbsAb 243,68

(Neut/Ly) 4420) HbcAb (oA) 8,34

PLT 512000 HBV-DNA (-)apv

TKE 56 HCV (-)apv

CRP 43 lgG/IgM/IgA 1220/ 385/587

Ur / Cre 55/0.93 K/ A aAucidegopou 1050/ 823
Mikpoo@aipivn 6876

OAIKEG TTPWIT. 6,8/3,3 _ . -

/ AABoupivn H/® 1prT£’vaV/ Hmmia diaxum ’
AvoookabnAwon YOUMOAC@AIpIVAIMIa

SGOT/SGPT 6/3 | Agv aviyxveuOnkKe

K / Na 4,71/ 134 HOURIEIINILY

avoocoo@aipivn




ATTEIKOVIOTIKOC €AgyXoc (I)

CT Gw POKOG:

AidxuTn Aep@adevotTddela.

e  YTe{WKOTIKEG OUAAOYEC AUOW.

o [TukvwTIKA dINBripaTa KATW AoBwv
APPW.

» [layxuvon peooAoRidiwv
OlIAPPAYMATIWY KATA TNV TTEPIPEPEIN
TWV TIVEUUOVWYV UE TTApOUaTia
IVOOOQATEAEKTATIKWY OTOIXEIWV.

« EIkOva oTtepvodeaiac.




ATTEIKOVIOTIKOC €AeyxoC (II)

CT KolAiag:
* HtrarootrAnvoueyaAia
* [laBoAoyikd dIoyKWUEVOI
Aep@adéveg (o1TIoBoTTEPITOVAIKOI,
MECEVTEPIOI, UNPEOBOULBOVIKWY
XWPWV auepw)




Aoimmog EAEYXOC

Echo kapdiag: AP KoiAia pualoAoyikwyv dIaoTAOEWY, aKIvnoia —
AETTTUVON HEOOU Kal kopu@aiou MKA, diatnpnuévn OUVOAIKN
ouoTraoTIKOTNTAa AP KolAiag , KE 55%. AE koihia EQO. Mikpn
QVETTAPKEIQ uNTPOEIdOUG, HiTia diatacn AP kKOATTou. PASP_30-
35%. Mepikapdio eAéuBepo. Aviouoa aopTtr) EQO.

Triplex KATW Akpwv: Batd ev Tw BABel PAERIKS OIKTUO KATW
AKPWYV, Xwpig eiIkova Bpoupwons. Oidnua uTToddPIoU IGTOU
APOW.

MNMveupovikég dokipaoieg: FEV1:34%, FVC:30%,
FEV1/FVC:117%, DLCO-SB: 30%.




‘EAeyx0C TTOU OlevEPYNONKE

HMIC (dvw ka1 KATw dkpwv): Eupruata cupBaTtd pe aioBnTiKOKIVATIKOU TUTTOU
TTOAUVEU POTTABEIO YEVIKEU UEVNG KATAVOUN G ME MEYAAUTEPN ETTIBAPUVON TWV
TTEPIPEPIKWYV THNUATWY TWV AKPWV Kal EVEPYO VEUPOVYEVH BAGBN OTO OUVOAO
TWV EAEYXOEVTWV PHUWV.




Blowiec

Asp@adéva: Xwpic oToIXEIO ayVEITIOAC KAl apVNTIKN VIO KAKONBEIa.
Avixveuon TTOAUTUTTIKWV TTAQC HATOKUTTAPWY JE QUOIOAOYIKO Adyo 1gG4+/1gG+. IgG4+<50/HPF.

Aépuarog:
» loTomraBoAoyikéC aAAoiwoelg un TTaBoyvwuoVvIKES.( Oidnua Kal xpovia TTEPIAayYEIQKN

PAgypov OTO XOPIO TNG EMMOEPMIOAC, TTAXUVON AYYEIOKOU TOIXWHATOG, EVATIOBEOEIC

oI10PoV).

* H mapoucia cidrjpou Ba utropouce va uttodnNAW Vel TTEPIPEPIKA BEaN i} SWiun aloiwaon ue
TTPOCBOAN ayyeiwv.

Muég:

* 'Hma arpo@ia PUIKWY IVWV.

« [laxuvon TOIXWHOTOG ayyeiwv.

*  Métpia @Aeypovwdng dIBnon Trepiayyeiaka.

* Avoooiotoxnueia B¢tk yia HLA CLASS |, CD68, CD8, CD20.
«  Xwpig aToIxeia VEKPWONG.

OpIopéVEC apTNPIOKES DOPES TTAPOUCIACOUV TTAXUVON TOU JECOU XITW VA, EVW AAAEC aTTOPPatn TOU
auAoU Tous. EUpNUATA TTERIOCOTERO CUNBATY ME XP4 0 moikég BAGR




 Ao0Bevng pe diayvwon olwdoug
TTOAUAPTNPITIOAG. -

* [Napoucidlel TTUKVWTIKA dinBripaTta Kal
IVOOOATEAEKTATIKA OTOIXEIQ KATWTEPWV
TTVEUMOVIKWV TTEQIWV.

* 2KANpoOdEppia
» [evIKEUPEVN TTOAUVEUPOTTABEIO AVOEKTIKA
oTn Bepartreia.
ak o




ATTO TOV AVOOOAOYIKO EAEYXO

ANA (-)apv
RF 525
Anti — CCP (-)apv Strip puociTidag
C3/C4 114/32,4 PM-SCL 75 OeTIKO
aCL IgM/IgG 22,9/6,18
Anti-ENA (-)apv
Anti-ds DNA (-)apv
ANCA C/P )/ (-) apv
CRYO (-)apv

AITEINTIAA ME ZYNYMNAP=H PM-SCL OVERLAP ZYNAPOMOY!



OePATTEUTIKA TTPOOEYYION

MeBuATTpedVI(OAOVN 40mg nUEPNTIWG.
lv Cyclophosphamide 1gr (3" nuépa voonAegiag — E.2. 2 mm.).

v IVIG 2gr/kg BZ (11" nuépa voonAeiag).

Entecavir 0,5mg/d.

Bactrimel forte 800+160mg S:1x1 3t/w.



4 unvec yeta (1)

* OAokAripwaon 4% éyxuoncg Cyclophosphamide 1,2gr
«  OAokAfpwaon 4°v kukAou €yxuong IVIG 2mg/kg B2
« Tab Medrol 8mg nuepnoiwg

« PPI S:1x1

« Tab Bactrimel forte 800+160mg S:3t/w

« Tab Entecavir 0,5mg S:1x1

« Calcioral D3 500mg S:1x2

Salospir100mg S:1x1, Lasix 40mg S:1/2 x2, Emconcor 2,5mg S:1x2, Lipitor 10mg S:1x1,
Aprovel 150mg S:1/2x1, Lyrica 75mg S:1x1, inj Levemir 101U/d, Synjardy 12,5/1000mg S:1x2,
inh Spiriva S:1x1



4 unvec ueta (Il

- 01/2022 | 04/2022 r

FEV1 34% 47%

FVC 30% 41%

DLCO-SB 30% 34%

CT Owpakog 04/2022: Ikavr) heiwon UTTECWKOTIKWY CUAAOYWV AP@W KABWGS Kal TwV
TTUKVWTIKWYV dINBNuaTwy. MIKpAg ékTaong dinbruarta 80oAng udAou Kai
TTUKVOATEAEKTATIKA OInBrjpata. lNayxuvon pecoAofIdiwv Kal ivwdn oTolixeia BACEWV.
Eikbéva BpoyxekTaoiwy.



4 unvec yeta (lll)

KAINIKH EIKONA
AY: ko
Aéppa: ATIa 01dnuaTa
KATW GKpWwV, BEATIWON
okAnpodepuiag

O aoBevAg META ATTO
Kadnuepiv PuoikoBeparreia
opBooTaTEi!

MuUOGOKEAETIKO: XWpPIiC
apBpiTida

Muikni 10XUG: 5/5 dvw
AKPWV, 4/5 KATW AKPWV




Polyarteritis nodosa (PAN)

Necrotizing arteritis of medium or small arteries without
glomerulonephritisor vasculitis in arterioles, capillaries, or venules, and
not associated with antineutrophil cytoplasmicantibodies (ANCAs)



PRI, Y, Joint Bone Spine
Volume 89, Issue 4, July 2022, 105320

ELSEVIER

Review

Polyarteritis Nodosa: State of the art

Xavier Puéchal *t 2 &



Clinical manifestations of polyarteritis nodosa according to the main studies in the literature.

Frohnert Leib Cohen Guillevin Fortin Pagnoux
1967 [37] 1979 [38] 1980 [39] 1988 [40] 1995 [41] 2010 [4]
Patients (n) 130 64 53 165 45 348
Mean age (years) 47 54 48 54 51
Male/female ratio 1.9 1.1 1.9 1.2 1.1 1.7
Constitutional Signs 76 93
Fever 36 31 69 64 36
Weight loss 16 66 70
Muscle Pain 30 53 59
Joint manifestations 58 55 44 49
Peripheral neuropathy 52 72 60 67 51 74
Cutaneous manifestations 58 28 58 46 44 50
Renal impairment 8 63 66 29 44 51
Hypertension 25 14 31 34
Gastrointestinal manifestations 14 42 25 31 53 38
Cardiac manifestations 10 30 4 23 18 22
Ocular manifestations 3 8 44 9
Central nervous system involvement 3 25 17 24 5

X. Puéchal, Joint Bone Spine 89 (2022) 105320



The lungs are usually spared in PAN, and pulmonary
involvement usually calls the diagnosisinto question

and warrants further testing to look for a secondary

infection.

X. Puéchal, Joint Bone Spine 89 (2022) 105320



* NMpooBoAn Mvevpova (ILD) . 0
Missing
« L PFTs Diagnosis??

.+ sSc-lik '
SScrlike «gawotumocy Pm-Scl overlap syndrome



Anti-PM/Scl antibodies

» Associated with polymyositis (PM)/systemic scleroderma (SSc) overlap

syndromes (~25%), PM or SSc (3-11%)
* Other systemic autoimmune diseases (UCTD)

* Constellation of clinical manifestationsincluding myositis, interstitial lung disease

(ILD), arthritis, Raynaud syndrome, dysphagia, and mechanic’s hands.

Muro Y, Hosono Y et al. Arthritis Res Ther. 2015 Mar 11;17(1):57.



Muscular and extramuscular clinical features of
patients with anti-PM/Scl autoantibodies

Rebecca De Lorenzo, MD,* lago Pinal-Fernandez, MD, PhD,* Wilson Huang, BS, Jemima Albayda, MD, Correspondence
Eleni Tiniakou, MD, Cheilonda Johnson, MD, MHS, Jose C. Milisenda, MD, Maria Casal-Dominguez, MD, Dr. Mammen
Andrea M. Corse, MD, Sonye K. Danoff, MD, PhD, Lisa Christopher-Stine, MD, MPH, Julie ). Paik, MD, MHS, T andrew.mammen@
and Andrew L. Mammen, MD, PhDt nih.gov or Dr. Paik

® jpaik1@jhmi.edu
Neurology™~ 2018;90:¢2068-¢2076. doi:10.1212/WNL.0000000000005638



Anti-PM/Scl

(n=41)
Muscle involvement
" Muscle weakness 93 (38) ]
Myalgia 68 (28) J
Skin involvement
DM-specific skin involvement 85 (35)
SSc-specific skin involvement 66 (27) ]
Raynaud syndrome 78 (32) ]
Telangectasias 66 (27)
Ulcers 5(2)
Carpal tunnel 15 (6)
[ Livedo reticularis 12 (5) ]
Mechanic’s hands 80 (33)
Calcinosis 39 (16)
[ Subcutaneous edema 46 (19) ]
[ Puffy hands 39(16) ]

Lung involvement

[ Interstitial lung disease 61(25) ]
Pulmonary hypertension 12(5)
Esophageal involvement
Gastroesophageal reflux disease 61 (25)
Dysphagia 56 (23)
Joint involvement
Arthritis 46 (19)
Arthralgia 78 (32)
Systemic involvement
Fever 703)
Sicca syndrome 59 (24)
Pericarditis 0(0)
Glomerulonephritis 0(0)

A L Mammen et al. Neurology Jun 2018, 90 (23) e2068-e2076



Bloyita Muoc

* NepLayyetakn pAeypovn (81%)

‘Hriou BaBpou atpodia puikwv vwv (24%) (<< DM/AS)

ITAVLOL ELKOVOL VEKPWONG

(++) HLA class-I avoooiotoxnueia

A L Mammen et al. Neurology Jun 2018, 90 (23) e2068-e2076



[TpoofoAn nvevuova

e Aldpeon nveuvpovonadela (ouvnBwc otnv mopeia tTn¢ vooou)

* JuvnBw¢ KAAUTEPNC TPOYVWONC > cUVOPOLO OVTIOUVOETAOWVY

e BeAtiwon FVC, aAld oxL DLCO

* YodnAwvel BeAtiwon otnv Aettoupyia TwV QVOIIVEUOTIKWY HUWV

A L Mammen et al. Neurology Jun 2018, 90 (23) e2068-e2076
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2021 American College of Rheumatology/Vasculitis
Foundation Guideline for the Management of
Polyarteritis Nodosa

Treatment of active disease

Recommendation: For patients with newly diagnosed active, severe PAN, we conditionally 4 Very low
recommend initiating treatment with 1V pulse GCs over high-dose oral GCs.

Recommendation: For patients with newly diagnosed active, severe PAN, we conditionally recommend 56,10 Very low to low
initiating treatment with cyclophosphamide and high-dose GCs over high-dose GCs alone.

Recommendation: For patients with newly diagnosed active, severe PAN, we conditionally 5,6,10 Very low to low

recommend initiating treatment with cyclophosphamide and GCs over rituximab and GCs.

Treatment of refﬁactor\/ disease
[ Recommendation: For patients with severe PAN that is refractory to treatment with GCs and non-GC ] 17

Very low
immunosuppressive agents other than cyclophosphamide, we conditionally recommend switching

the non-GC immunosuppressive agent to cyclophosphamide, over increasing GCs alone.
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