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[Tapovolaon MEPLOTATIKOU

fuvalka 28 ETtwv...

Madikr) nAkio 2021 “ OLKOYEVELOKO HX:
EAeudepo
Katd meplodoug Eneloodia upetou 3 eMeLo0dL0 TUPETOU
apBpadyieg 37,8 -38,3°C ALAPKELAC 2 NUEPWIV
PKELOG 2 NUEP r
C EAeutepo
Kakouxla, KOO C4 .
X i Vv Eéeic:
, Mn kanviotpla
ApBpayiec Epuep(')tr]ra Kataywyn:
TIPOCWTIOU Kompoc
\ 4 \ 4

Aldyvwon: «ApXOUEVOCY ZUOTNHATIKOC EpuOnpotwédng AUKOC

Evapén aywyng:
= YSpotuxAwpokivn 400mg nuepnolwc xwpic BeAtiwon



[Mopouoiaon meplotatikov: MNopeia vooou
.

2023 2024 * 3 eneloodla mupetov Ue apBpaldyieg
® ® * AkaBoplota Xpovika Staothiparta
* Awdpkela 1-2 24wpa
* Epyaotnplakog EAeyxoc xwpic evpApata

Aywyn: AvtidAeypovwdn r MOPOKETOUOAN

Ynotporialovta nupeto & avadepopeveg apOpalyieg

ALayVWOTLKO — OEPAMEUTIKO EpWTNHA

 Awtia nupetoU;

* [lolec SLayvwOoTIKES EEETACELC TIPETIEL VAL KAVOULE YLaL va BAAoupe tn dltayvwon;

- /




Yrotporuddwyv UpeTOq

|
* MortiBo nupetoU om0V £va ATopO BLwvel moAAanAa enetoodia avénuévng Fepuokpacios cwuotog mou
Xwpilovtal ano mepLOdoUC KaVOVIKIG FEPUOKPATIOG
v’ Zapvikn évapén
v’ Suvodelovtal ano piyn, eQibpwaon, KOTwWOoN Kot TOVOUC OTO CWHU
v H ouyvotnta kol n Stapketa OWKIAEL avaAoya UE THV UNOKEIUEVN auTia
v Hra, uétpta f kot coBapn avénon tnc Iepuokpaocioc

v' H goBapdtnta Kot n SLAPKELO TwV EMELOOSIWVY TIUPETOU UIMOPEL VO KUHAVETOL PETAEY OTORWVY KOl

OKOUN KOl 0TO 610 TO ATOOo E TNV TTApodo Tou Xpovou

Revest M, et al. Med Mal Infect. 2014;44(6):251-60.
Kallinich T, et al. Allergy. 2013 Mar;68(3):285-96.
Horowitz HW. N Engl J Med. 2013 Jan 17;368(3):197-9.



ALoyvwoTLKN poogyylon o€ acBevn pe Yrotporalwyv nupeTo

* Mowa elval n o nlavn dtayvwon;

1. Nolpwén
2. KakonBela

3. Autodvooo voonua

4. NMeplodika epnvpeta clvdpopa

AVETTTUYLLEVEC YWPEC: cLUVABWC VEOTIAACLLOTIKA 1] PEUMATOAOYLKA aitia

AVOTTTUOCOUEVEC XWPEC: ouvnBwc Aolpwdn altia

Revest M, et al. Med Mal Infect. 2014;44(6):251-60.
Kallinich T, et al. Allergy. 2013 Mar;68(3):285-96.
Horowitz HW. N Engl J Med. 2013 Jan 17;368(3):197-9.



ALoyvwoTLKN poogyylon o€ acBevn pe Yrotporalwyv nupeTo

* Mowa elval n o nlavn dtayvwon;

1. Noipwén
2. KakonBela
3. Autodvooo voonua

4. NMeplodika epnvpeta clvdpopa

Mopd Tov KALVLKO, EPYAOTNPLAKO KOL OTTELKOVLIOTLKO €Aey)o 7-50% twv
TMTEPLOTATIKWV UTTOPEIL va ITapapeiveL xwpic dtayvwon

Diagnoses in Febrile Patients (3¢)

M=100 N=105 MW=133 W=199 MN=153 M=167 MN=73

B Infection
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B Moninfectious
inflammatary
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Revest M, et al. Med Mal Infect. 2014,44(6):251-60.
Kallinich T, et al. Allergy. 2013 Mar;68(3):285-96.
Horowitz HW. N EnglJ Med. 2013 Jan 17;368(3):197-9.



MpoBAnpata otnV KALVLIKA TIPOCEYYLon cOevouC

pe urcoreomdéwv nueeré & aeeea}\xies

1. Ektipnon kata tn dtapkela pag mepLodou ektoC enelcodiov
2. Makpu LOTOPLKO

3. [MNoAAEC MPONYOUUEVEC SLAYVWOTIKEC & OEPATEVUTIKEC TTPOOEYYIOELG

- Xwpic oplotikn £€Rynon TwWV GUUMTWHATWY

Revest M, et al. Med Mal Infect. 2014;44(6):251-60.
Kallinich T, et al. Allergy. 2013 Mar;68(3):285-96.
Horowitz HW. N Engl J Med. 2013 Jan 17;368(3):197-9.



AvayvwpLon iPOoTUTIWY GE UTIOTPOTILA{WY TTUPETO AYVWOTOU OLTLOAOYLAG
.

1. Nowa eival n dtapketa Twv eNelcodiwv MUPETOU;

2. MNolwa aAda ovuntwuota oxetilovtol e Ta EMELCOSLA TIUPETOU;

3. e mowa nAkia spdoaviotnkav yla tpwtn ¢opad To CUUTTWHOTA,

4. Moo gival to ypoviko diaotnua UeTaéU TWV ENELCO0SIWV;

5. TLUmOpEL va ITPOKAAEDEL ) VO VAKOUQIOEL EVA ETIELGOOLO TTUPETOU;
6. [Nolec Feparmeieg xouv XpnolpomolnBel kal mowa NTaV N amavinon;

7. YTAPXEL OLKOYEVELOKO LOTOPLKO; Kataywyn;

Revest M, et al. Med Mal Infect. 2014;44(6):251-60.
Kallinich T, et al. Allergy. 2013 Mar;68(3):285-96.
Horowitz HW. N Engl J Med. 2013 Jan 17;368(3):197-9.



Atepevvnon pAeypovwdouc apBpitidog

OLKOYEVELAKO
LOTOPLKO

v AykuloronTikr 2movSuAitida
v Wwplaotk ApBpitda

v’ Evteporadntikéc apbpitidec
v’ JEA

v Peupartostdnc ApBpitida
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Arthritis By The Numbers, Book of Trusted Facts and Numbers. Arthritis Foundation, 2017
Front Neuroendocrinol. 2014;35:347-69



Atepevvnon pAeypovwdouc apBpitidog

Tponog et6BOARG Xpovikiq aAAnAovu)ia ApLOunog apbpwoewv &
Katavopnl mpooBoAng
Otela (wpeg-nUEPEQ) Yriotporalovoa
JUMMETPLKA AcUppuETPN Aovikn

v’ Oupiki apBpitiSa v' Oupk apbpitida
v’ Innukd apBpitida v' OlKOyEVI G HECOYELAKAG
v' Avtudpaotikr) apBpitida TIUPETOG
v I'Iz’EpLoc‘SLKd gUNUPETOL ABPOLOTIKH

ouvdpopa

v' Peupatoednc apbpitda
v Wwplootkn apbpitida

Yno€eia/Xpovia (> 6 €B0)

v’ JuoTnuatikd autodvooa
v' Peupotoeldnc appitida bs

v' IrovBulapBpitidec
v\ JUOTNMOTKA ouToAvooa

METOVOOTEVUTIKA

v TOVOKOKKLKN apBpitido
v' PEUMOTLKOC TIUPETOC

Arthritis By The Numbers, Book of Trusted Facts and Numbers. Arthritis Foundation, 2017
Front Neuroendocrinol. 2014;35:347-69



DAeypovwdnc apBpitida & MupPeToc

Psupatika voonupota

v KpuotaAloyeveic apOpitideg
v Peupatoeldnic apOpitida

v ZrtovdulooapBpitideg

>  AvTLOpaoTIKN
> Wwplaolkn - Evteponabntikn

v ZUOTNHOTLKA OLUTOAVOGOL VOGH LoLTOL

> 2EAN

> 2KAnpodepuia

> JUOTNUOTIKEG OYYELTIOEC

> OAeyuovwdeic pvooitidec

> N. Still

> Noooc¢ Abauavtiadn-Behcet

> Yrmotporalovoa moAuyovédpitidba
> 2OpKoeidbwan

Mn pEVHATLKA VOoORpaTO

v NOLpWEELG
»> N.Lyme
» HBV
» ParvoB19

> Baktnplakn evbokapditida

v NeomAdopata

MepLodika sepunvpeta cvdpopa
v Familial mediterranean fever, FMF
v TNF Receptor Associated Periodic Syndrome, TRAPS
v Hyper-IgD syndrome, HIDS i (MKD)
v Cryopyrin Associated Periodic Syndromes, CAPS



Altepevvnon neplotatikou: Muvaika 28 eTwv Ue UTOTPOTILALWY TTUPETO
.

2021 2024 * Emneloodla nupetol €wcg 38,3°C
O ® v' AkoBodplota xpovikd Staotipota
v Aldpkela 1-2 24wpa
* ApBpaldyiec & o oidnua otic EOD Kkat yovota
* OwpakLkd AAyog ota eneloodla ?

2023 : EvdeAeyxn €Aeyxo yla Aoluwéelg — veomAaoia - autoavooa
* US kapdiag kd
* CTs Bwpakoc — AK kolAlag kb
* Mantoux (-), Hmatitideg (-), Epstein-Barr virus (-), cytomegalovirus (-)
* abs Borrelia burgdorferi (-)
 ANA (-), C3 kd, C4 14 (16-38mg/dl), RF(-), ENA (-), CCP (-), ANCA (-), dsDNA (-)

Duowkn e€etaon : xwpig evpripata ZntnOnke EMaAveKTiUNoN €mi
ASpOC epyaoTNPLOKOC EAEYXOC & AVOCOAOYLKOC OLPVNTLKOC entelcodiou
Ro Bwpakoc k¢, US AK kotAiag , US kapdilag




Enavektiunon: Nuvaiko 28 eTwv pe umotpormialwy TTUPETO

50 2024:N€o €meloodlo pe mupeto pexpL 38,1°C yia 1 % nuépa

Puown e€€taon: Epyaotnplokoc EAey)oq:
* ApBpitidba AE EQO 2", AE yovdatou * A Apuloeidéc opou: SSA 41,3 (<6,4 mg/L)
e E&avOnua katw akpou * CRP9 (<6mg/L)

TUTIOU gpuoimela
mmm) Evapén aywyng pe Kohxikivn




AlepevvnoN MEPLOTATLKOU LLE UTTOTPOTILALWYV TTUPETO

| YriotporalwV MUPETOC |

| , ,
" Noluwén, veomhaola |

Kabe 3-8 eBdopadec

AdBwbdN otopatitida
Qapuyyitida | PFAPA |

TpaxnAkn Aepdadevitidba

\ 4

| YUvopopa pPe KAnpovouLkn npodlabeon |

AUTOOWWLKO ETIKPATEC

AUTOCWHULKO UTTOAELTTOEVO

HiDs | | Fvr caps | | TrAPS |
‘Evapén <1 yrs (0.1-1.4) 2.7 yrs (1.1-5.3) <1lyrs (0-3) 4.3yrs (0-63)
Aldpkela
eneltcodiwv 4 d (3-6) 1-3d <2d- ouvexoueva >7-14 d

Soriano A, et al. Autoimmun Rev. 2012 Nov;12(1):31-7.
Camus D, et al. Clin Genet Oct. 14 2011



AlepevvnoN MEPLOTATLKOU LLE UTTOTPOTILALWYV TTUPETO

HIDS | | rvF ] | cars | | TRAPS
| | | |
Hyper-lgD syndrome Familial 1. FCAS->Familial Cold Tumour Necrosis Factor
N Mediterranean Autoinflammatory Syndrome Receptor Associated
Mevalonate kinase deficiency fever 2. Zuvbépopo Muckle-Wells Periodic Syndrome

3. NOMID ->Neonatal Onset
Multisystem Inflammatory

_KAwikeg EkdnAwoerg Disease
* KolAlako novo * Kol\lako movo n *  EKAUTIKOC TTOpAYOVTOC e 'EVTOVO PUTKO TIOVO
e Agpupatikad e€ovonupoata TIOVO 0TO Bwpaka -> kpUO, AyX0G, AoKNON o E&avONnua KOKKLWVO- EMWSUVO
e Aloykwon Aepdadévwv * E&AvOnua tumou * E&avOnua tumou e Kot\loKOC TtOVOC
* Enwduveg mAnyEC otopATOC EploUmela kvidwong * Emunedukitidba
* ApOpalyieg *  ApBpahyieg - * Navtia « Mepwapditida
* Mualyieg apBpitda * EpuBpotnta ota patia
* I avoooodatpivng gD * Opoyovitba * [lovokEdalog
* JoBoapn popdn : * ApOBpalyiec

MeBalovikn ofuoupia
Soriano A, e_t OI A_utam_mav Ee\T 2312_ N;vZZ(_l)El;.-
Camus D, et al. Clin Genet Oct. 14 2011



FMF — Atayvwon vooou

e KAWLIKAQ cupTTWHOTA + €OVIKN KATOYWYH + OLKOYEVELOLKO LOTOPLKO

TEL HASHOMER CRITERIA FOR CLINICAL DIAGNOSIS
OF FAMILIAL MEDITERRANEAN FEVER

MAJOR CRITERIA MINOR CRITERIA

Recurrent febrile episodes
Erysipelas-like erythema
FMF in first-degree relative

Recurrent febrile episodes with serositis
Amyloidosis (AA) without predisposing disease
[_:> Favorable response to colchicine treatment

—

—

—~—

—

- ~—] 1 Major PLUS
1 Minor

2 Major OR
1 Major + 2 Minor

Genetic testing

5 ; Further investigations

Berkun Y & Eisenstein EM. Autoimmun Rev. 2014 Apr-May;13(4-5):388-90.




TeAwkn Otayvwon & BepameUTIKN AVTLLETWTILON

Moplakoc EAeyxoc EAeyxocg yia Otkoyevelakd Mecoyelako Mupetd (FMF) = Avopévetal amotéAsoua

OLKOYEVG LECOYELAKOU TTUPETOC
e Juvexlon GapUAKEUTIKAG aywync He KoAxkivn % x2
* Xwplic véo eneloodLo mupeToU

KAnpovouikd auvtopAeypovwdec cuvdpouo Tou xapoaktnpiletal amd vnotpornialovia enelcodia vpniou
TIUPETOU, opoyovitdac N epuBRpaAToC Tou opoLAlel pe epuoimela
o 1"kpion
o <10 etwv ->65%
o <20&etwv->90%
o 250 etwv -> onavia
o Ta eneloodla Sltopkouv 1-3 NUEPEC KAl OTN CUVEXELD UTTIOXWPOUV QUTOHOTO
o Ot aoBeveic eival acupmtwpatikol HeETAEY TwV MPOocBoAwv
o AxaBoplota pecodlooTripata LETAED TWV EMELCOOLWY

Ozdogan H,et al. Presse Med. 2019 Feb;48(1 Pt 2):e61-e76.



FMF — Maykooua YEwWYpadLKN KATAVOLLN

Entnpeadlel kupilwe mAnBuopouc tng MEoncg AvatoAng Ko EBVOTIKEC OpAdeC yUpwW ATto TN
Aekavn tn¢ Meooyeiou
o I EBpatouc, Apueviouc, Toupkouc, Apapec (1/200-1/1000)

i

Ben-Chetrit E & Touitou I. Arthritis Rheum. 2009 Oct 15;61(10):1447-53.
Ozdogan H,et al. Presse Med. 2019 Feb;48(1 Pt 2):e61-e76.



FMF — l'evetiko umtoBabpo & maboyevela

AUTOCWULKA UTTOAELTTOUEVN KANPOVOULLKOTNTO

MetaAAdéelc yovidiov Meooyetakou nupetou (MEFV) 1) tTn¢ ntupivng oto
XpwWHoOowHa 16

EAAEWP N AELTOUPYLKWYV TTIUPLVWV —> EVEPYOTIOLNON GAEYLOVOCWUATOC

7 exogenous ligands
s oo

) 1800800000001

v
> . NAPL3
hostligands ———> -ij (inactive)
OO
LRR

*mutated pyrin
B - NAPL3 INFLAMMA SOME

—
cle)

ProdL-1p

Schnappauf O, et al. Front Immunol. 2019 Aug 7;10:1745.
Ozdogan H,et al. Presse Med. 2019 Feb;48(1 Pt 2):e61-e76.



FMF — l'evetiko umtoBabpo & maboyevela

Tavtomnoinon mavw armnod 300 Sdtadopetikwy petaAldéewv Tou yovidbiov MEFV
(80% meplOTATIKWV)

Table 1. Most frequent mutations according to various
ethnic groups and countries

Israel
North African Jews! p.E148Q
Iraqi Jews: p.V726/Cp.M694Y, p.E148Q, p.M680I
Ashkenazi Jews: p.E148Q), p.V726A
Middle East
Arabs: p.V726A, |).Mﬁﬂ(}lp.Mﬁ€MI, p-E148Q
Turkey
Turk€&QM694D, p.M680I, p.V726A, p.E148Q
Armenia
Arnmni:msp.M(‘;B()I. p.V726A, p.E148Q)
Japan
Japanese: p.M6941, p.[L110P; E148Q)], p.R761H, p.E84

| M684V -> cofapn voonon, epdavion devtepomabolc apuvlosibwong I

Schnappauf O, et al. Front Immunol. 2019 Aug 7;10:1745.
Ozdogan H,et al. Presse Med. 2019 Feb;48(1 Pt 2):e61-e76.



FMF — KAwikeC eKONAWOELC

*  Ynotpomnialwyv MUPETO
o 38°Céwg40°C
o Mrmopel va eival To mpwto Kol Hovadtko onpelo ota vAma

o2& aoBeveic mou AapBdavouv KoAxikivn, pmopel va epdaviotel ofeia mpooBoArn xwpig MUPETO

* KolA\loko aAyog
o Emewocodloko xapaktipo €wg Kol 95% twv acBevwy
o 2nueia meptrovitidag pnopel va odnyrnoouv oe AavBaopévn dtayvwon we

ofela YELpOUPYLKN KOLALA

Tufan A & Lachmann HJ. Turk J Med Sci. 2020 Nov 3;50(S1-2):1591-1610.
Ozdogan H,et al. Presse Med. 2019 Feb;48(1 Pt 2):e61-e76.



FMF — KAwiKEC eKONAWOELC

Movocg oto ot 0og
o Ynelwkotikn A unmodladpayuatikn GAsyuovn

Movoc otic apOpwoeLC
o MNpooPoAn peydAwv apBpwoswv
AgPUATIKEG EKONAWOELG

o Tumou gpuoltela

o0 2uvnBwc ota KATW AKpa
MuaAylec
Otela mepikapditida
KepalaAyla

AonTmtn pnviyyitda

Tufan A & Lachmann HJ. Turk J Med Sci. 2020 Nov 3,50(SI-2):1591-1610.
Ozdogan H,et al. Presse Med. 2019 Feb;48(1 Pt 2):e61-e76.



FMF — KAwikeC eKONAWOELC

OL KAWLKEC ekONAWOELC TTOLKIAAOUV peTall SladopeTikwy MANBUCUWY

Table 3. Main familial Mediterranean fever manifestations in various countries and
populations

Armenia Turkey Israel Arabs Italy Japan

No. of patients 335 2,838 576 175 71 71 80
Fever, % 04 02 100 100 92 80 08
Peritonitis, % 91 93 96 93 91 76 55
Pleuritis, % 84 31 43 32 52 21 61
Arthritis, % 39 47 70 33 63 38 27
Skin rash, % 15 21 40 3 22 11 10
References 33,52,53 5 54,55 56 14 S12 57

Ben-Chetrit E & Touitou I. Arthritis Rheum. 2009 Oct 15,;61(10):1447-53.



FMF — Qawotumol

 @oawotunog |
o KAwwka epdavic vooog
 @oawotunog li
o Mepovwuévn epdavion mpwieivoupiog N vedpLKNC aVETAPKELOC WE EKbpaon
NG apulosidwoncg AA
v' 7 -25% twv 0.00svwv
 @oawodtumnog lll
O «ZlwnnAn» petadopd SUO HETAAAAEE WV
(opoluywTtia ] oUvVOeTN eTeEpOlUYWTIKNA KATAOTAON)
o Xwplc KAWVIKEC ekONAWOELC N apuAosidbwon

o [MMpoblaBeon ya avamntuén vedpplkic apuAosidbwong

Soriano A, et al. Autoimmun Rev. 2012 Nov;12(1):31-7.
Camus D, et al. Clin Genet Oct. 14 2011.



FMF — Awaxelplon vooou

Recommendation

EULAR recommendations for the management
of familial Mediterranean fever

e Aldyvwon Kol TAKTLKN TtopakoAouBnon oo EUTELPO LATPO

* Boolkol otoyol Tn¢g Bepareiog
v' MpoAnn twv ofEwv NMec0diwv
v' EAatotornoinon tne UmokAWIKAC GAEYUOVAC LETAEY TwV EMELCOSIWV

v' NpoAnyn tng avarmtuéng kot tne EEAENC TS apulosidwong

Ozen S, et al. Ann Rheum Dis. 2016 Apr;75(4):644-51.



FMF — Awaxelplon vooou

Recommendation

EULAR recommendations for the management
of familial Mediterranean fever

* Oegpancia ekKAoync Oswpeitol n KOAXLKivNn n omola xopnyeitat npuepnoiwe ed’ 6pou (wng

* H KoAxlkivn cuviotatatl o€ OAoUC TouC aocBeveic aveédptnTa amo tTn ocuxvoTNTA KAl TNV
EVTaon Twv Kploswv

v' TNeplopilel TN OUXVOTNTO TWV EMELOOSIWV ] KOL LELWVEL TN 0ORAPOTNTA TWV
EMELC0OIWV

v' BonBd otnv npoAnyn tne Seuteponabolc apulosidwonc

x H xpnon étaAeinovoac vPnAng S6onc KoAxLKivnG Lovo yLa th Beparmeia oécwv
npooPoAwv dev cuviotaTal

Ozen S, et al. Ann Rheum Dis. 2016 Apr;75(4):644-51.



FMF — Awaxelplon vooou

MpoaBrkn BLoAoyikng Beparmeiag

A. EAAMttAC €Aey)O¢ TNG SpactTnpLlotnTog TG VOoOU

>1 eneloodo/pnva moapd tn AnYn TNe LEYLOTNG AVEKTNG SO0NG KOAXLKLYNG YLO 23 UNVEC
B. YYnAad enineda apvAoetdouc A opoU mapad tn Xopnynon KoAxikivng
. ASuvapia xopiynong KoAxwkivne Aoyw coapwv mapevePYELWV

A. FMF o€ ocuvduacopuo pe aAla pAeypovwdn vooquota

Hentgen V, et al. Semin Arthritis Rheum. 2013;43:387-391.

Ozen S, et al. Ann Rheum Dis.2016,75:644—651.
El Hasbani G, et al. Orphanet J Rare Dis. 2019 Oct 15;14(1):224.



2 UUTIEPOLOLOTLKAL

e O unotporialwyV TTUPETOC lval Eva KOO cUptwpa dStadopwv aacBevelwy, aAdd dev uTtdpyouV

ETLONUEC KATEVOUVTAPLEC YPOALUEC
* |atpol StadopeTikwy ELOLKOTATWVY UTtopEel va a&loAoyrioouv a.oBeveic e uTtoTpomLAl{wy MUPETO

* H nAwia epdavionc, n Stapkela Twv enelcodiwy, To pecodLlaotTnUa Kal N mapouvoio AAAwY

CUMMTWHATWY BonBolv otnv avayvwplon mpotunwyv

* Meplodika epmupeta cuvdpopa Ba mpemnetl va Aappavovtat utoPn oe acBeveic pe umotpomialwyv

TIUPETO OYVWOTOU altloAoyiag



Euxaplotw yLa tTnv mpoooxn oag

3
T -
*

Théobald Chartran, Necker Hospital,
1816, Université de la Sorbonne, Paris.



