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2Uvépopo tepLodikov upetov, papuyyoapvydalitidac, adpOwv
kot tpaXnNAKnC Aepdadevitidac (PFAPA)...aKOMN KAl GE EVAALKEG;

Mapia Tpoyxava
A’ Nadlatpikn KAwvikn ANO
MNawdiatpikod AvoooAoyiko Ko PevpotoAoyko Kévtpo Avadopac (MAPKA)




2UvOpopo nepLodikol nupetov, papuyyoapvydalitidac, apOwv
kot tpaxnAknG Aepdadevitidog (PFAPA)...akOUN KOl GE EVAALKEC;

* Periodic Fever Meplodikog Mupetog
* Apthous stomatitis AdBwdng otopatitidba
* Pharyngitis doapuyyo-apuySoiitda

e Cervical adenitis TpaxnAwn Aepdadevitida




Mepimtwon PFAPA (1)

2005: 8 unvwv ayopt
v ...y Slepelivnon neplodikol Tupetol Pe dapuyyitida, kolhtakd alyn Kat eviote
Aepdadevitidba
v' Anouocia spétwy, Stappowwv i apOwv oTo oTduA
v Awdpkela emelcodiwv: 4-5 nUEPEG... mpoodatn mapdtacn (max 7 nHEPES)
v' Nepodkdtnta: avd 3 — 5 eBSOUASEC

v JuxvA avaykn voonAelwy, 2 EMELCOOLO TIUPETIKWY OTIOLOUWV ETIL EUTIUPETWV...

* Epyoaotnplakog €Aeyxoc:
— /I Seikteg dAeyHOVNC, AESUKOKUTTAPWON
— AvOOOAOYLKOG €AeyXOG: K
lgs, 1gD ,a/avtio, umonAnBuopuotl B, T, NK,
SAA eni emeloobiwv P 1000x... emavodog oto pecodlaotnua...

i

Awadyvwon: MBavo PFAPA, MVK?



Nepintwon PFAPA (1)

2005: 8 unvwv ayopt
Altayvwon: MBavo PFAPA, MVK?

FoviSLakog éleyxoc (AAe€avdpourmoAn)
— Etepoluyol moAupopdlopol Q223Q, E230K (g€ovio 2)
— AokwpaoTikn xopriynon KoAxikivng 500 pg x 2 /H

* [opela KoL aVTATIOKPLON OTNV KOAXLKLVN...
— Mapodikn apaiwon enewcodiwv (n=3) oto 10unvo
— AM\G enavodoc pe peyoAutepn cuyxvotnta & Slapkela
— Jta tedevtaia 3 emelcodia epdavion adbwv oto oTou
* Emavektipnon apxtkng dtayvwong
* EmavaAnyn yovidiakoU eAéyxou os BapkeAwvn & HMA:
arnovoia madoyvwpovikwyv petaAdagewv yia FMF, TRAPS | MVK...



Mopeia PFAPA ... (2)

e 21 pnvwv: Avotpodia Kat owdnpormevikn avopia (= 1V odnpoBeparneia)
AOYyw ouXVwV emelcodiwy...
Napapével n dtayvwon (g€ amokAeiopoU): PFAPA

o AoKwaoTtikad: mpedviloAovn os kaBe enelcodlo 2>

KataotoAn enetocodiwv (>1 86oelc) & ouvyxvotntac (kabes 5 nuépeg) = Alakormr)

* 2007: Nawdopeup El, Great Ormond Street Hospital = Ayv: atumo PFAPA
— Emavayopriynon koAxikivng pe otadiakn avénon pexpt 1,5 mg (oto 6unv)
— J€ pn avtanokplon > 6unv otn max 66on=> apUYSAAEKTOWN)

—  MeTd TNV apUySaAEKTOUN... apaiwon Twv enelcodiwv (ava 40-50 nuépeg)



Mopeia PFAPA ... (3)

* 2007: Great Ormond Street Hospital=» Ayv: atumo PFAPA

— Metd tnv apuySaAeKToun... apaiwon twv enelcodiwv (ava 40-50 nuEPEQ)

e 4/2009: peta ano euBoAlacuo yla avepEUAOYLA...
enavepdavion coBapwv enelcodiwy...
unieprivpeéia, e€€pubpa mapicOuLa, adOeg kat Aspdadevitidba
+/- knALdoPAaTdwdeg e€avOnua

 3/2011 : peTd Ao AVILYPUTLKO EUBOALACUO —VEO emelcodio (Slapkela 1 €B0)
Nepattépw apaiwon & Baputnta enelcodiwv



Mopeia PFAPA otnv epnBeia (4)

e 1-2 (nmotepa) enelcodia /Etoc e’ eukalpla Loyevwv AoLpwEewv/stress
* AekaTIKN TIUPETLKN Kivnon+/-, ApOec otopatog, papuyyitda

e Jwpatikn avénon kot Puxokowwvikn avarmtuén kb

TeAwkn duayvwon
e emnipovo PFAPA pe ¢Bivouoa Baputnta

(rtou Slapkel we epnPeia...15% TWV MEPUTTWOEWV )



2UvOpopo PFAPA: SnUOGCLEVCELC OLVAL £TOC
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Harel L.J Pediatrics 2017



2Uuvdpopo PFAPA: EmidnuioAoyia

To 1o koo autoPpAeypovwdes voonua

v' Mepypadnke and tov Marshall to 1989

v' Enintwon: og peydo Babud dyvwotn

v' Etiola enintwon nepinou 2,3/ 10.000 rodid we 5 stwv (NopBnyia)
E€aipeon nepoxéc pe T T enutolaopd FMF

v T ouyvétnta ota aydpla: 53% - 70%

Wekell P. Presse Med. 2019



Néa kprtipla ta&ivopnonc PFAPA
KoL TpomonotnpéEva Kpttipla taévopnonc kata Marshall

Néa kpunpla taévopunong PFAPA Tpom. kpunpla tagvopunong (Marshall)

1. Neplodikog Mupetog yla = 6 LAVEG:
o. KaBnuepwvog mupetdg = 38,5°C 2-7 nUEPEG
B. 25 emavaAappf. emelcodla e max pecodlaotnua 2 pnv

2. Qapuyyitda
TpaxnAkn Aepdadevitida
apBwbnc otopatitida

> 1 og kABe eneL00610
& > 2/3 otnv MAELOVOTNTA TWV EMELCOSLWV

3. ATIOKAELOHOG GAAWVY ALTLWV UTTOTPOTILA{OVTOG ITUPETOU
(KALVLKG | EpYAOTNPLAKA AVAAOYQA LLE TO LOTOPLKO)

4. ATIOKAELOPOG AOLUWEE WY, AVOCOAVETIAPKELAG KL
KUKALKAG ouSetepoTmeviag

5. Evapén vooou mpLv ta 6 £Tn

6. MANPNG avappwon HETatL eneloodiwy

7.DucloloyLkn cwATK avénon

Zuxva emavoAapBavopevol upetol
HE TPWLUN NALkia Evapéng(<5 etwv)

2. JUCTNUATIKEC eKONAWOELG amouaia
AOLHWENC AVWTEPOU AVATIVEUOTLKOU HE = 1 amo Tta. :

¢ apBwdnc otopatitida

® auxevikn Aspdpadevitida
e papuyyitidba

3. ATTOKAELOMOG KUKALKNG oudeTepomeviag

4. EVIEAWC OV UTITWHATLKO HETAEY eMELOOSIWV

5. Quololoyikl CwHaTKA avénon Kot avantuén

Thomas et al. The Journal of Pediatrics. 1999
Vanoni et al.Pediatric Rheumatology 2018



2Uvépopo PFAPA: kAwikoi pawvotumot

* Atumto PFAPA ) PFAPA plus:
TUTILKN TtEPLOSLKOTNTA EMELCOS WY

aAAQ ...tPOOBETA CUMMTWHATA

nou Sev mapatnpouvtal cuvBwc oto TuTitko PFAPA

* Mpwtoepdavilopevo PFAPA otnv eviAko {wNR:
gupUlTEPO dAopA KAWVIKWY EKONAWOEWV,

MNépav tou PFS ouvnBwc pe puadyia, kepolodyla & komwon

Ezgi Deniz Batu. Rheum International 2019



Néa kprtipla tastvopnonc PFAPA evnAikwv (Cantarini et al)

Kprripuo I

HAwia evapéng Omnoladnnorte

MupeTog Yrotpornddwv

JUUMTW AT EpuBnuatwdng dapuyyitidba kat / i tpaxnAkn
Aepdadevitidba

MeooSiaotripata snetcobiwv  EAeUBepa

ATTOKAELOMOC NOLUWEELC (apvnTikég kaAALEpyeLeg & avTiBloTikh Bepameia
QVOTIOTEAECUATLKA)
Autoavooa
KakorBeleg

Movoyovidiaka AutodpAeypovwdnvoonuata

EvawoOnoia: 93,4%
Ewdwkotnta: 91,7%

Cantarini Let al .Front Immunol 8:1018



Xapaktnplotika 80 nodiatpikwv acOsvwv pe PFAPA

XapoKTNPLOTIKA %

A/K

HAwia évapéng (€tn)
HAwkia Stayvwong (€tn)
Qapuyyitida
Abevitida

AdBwoNG otopatitida
KepahaAyla

Nautioa/Epetotr/Ko\.aAyog

Hratopeyalia/ImAnvopeyalia

ApBpalyia/ApBpittda/Mualyia

Kakouyia

E€avOnua

Erunedukitida

NeupoAoyLkég ekONAWOCELG

Meptrovitda / Oeia ooyeitidba

1,2

Méon 1,9 (IQR 0,8-3,1)
Méon 4 (IQR 2,6-6)
88,7%

85%

71,2%

30%

6,25/20/48,7%

1,2/7,5%

33,7/1,2/26,2%

37,5%

21,2%

8,7%

5%

0/1,2%

Vanoni et al. Pediatric Rheumatology 2018



Zuxvotnta ekdnAwoswv pe cuvépopo PFAPA
HE Evapén otnv matdikn NALKLO Kot LETA TNV EVNALKiwon

KAWLKEC EKONAWOELG Zuxvotnta (%) Zuxvotnta (%)
nodua EVAALKEG

AdBec oto oTOHO 50 (58,8) 15(50) 0,521
Ddapuyyitda 83(97,6) 23(76,7) 0,001
TpaxnAwki Aepdadevitida 63(80) 22(73,3) 0,450
Konwon 13(15,3) 19(63,3) <0,001
KotAtakd dAyog 30(35,3) 8(26,7) 0,500
Nautia / €petog 11(13) 5(16,7) 0,759
OwpPaKLKG AAyoq 1(1,2) 6(20) 0,001
KedalaAyia 15(17,6) 13(43,3) 0,007

ApBpalyiec/ApBpinda/Muadyies  33(38,8)/0/25(29,4) 20(66,7)/3(10)/16(53,3)  0,011/0,016/0,026
Novog oto BAépapo/emunedukitida 1(2’4)/1(1’2) 5(16’7)/4(13,3) 0’013/0’016
E§avOnpa/adBeg yevvnt.opyavwv  1(1,2)/0 5(16,7) /0 0,005/1,000

D. Rigante: Clin Rheumatol (2017)



2uvdpopo PFAPA- Atadopikn diayvwon (1)

1° emelo0610:
*  ANOKAELONOG AOLUWEEWV UE TIOPOMOLo davoTuno
abevoio, 10 Epstein Barr  oTPENTOKOKKO opadac A
- JTPEMTOKOKKLKA apuydaAitida: acuvrBlotn og madid £3 eTwv
- O€TIKN KOAALEPYELQL UE OTPETITOKOKKO: QTIOLKLOHOC OAAQ OXL amapaitnta Aoipwén
*  AavBoaopévn dlayvwaon Kot aviletwrion yla urtoia Baktnplakng Aoipwéng (apuvydaiitida,
oupoAoipwén A mvevpovia)
2e untotporitalovta eENeLCOdLaL...
1. KukAwkn oubeteponevia: MNeplodikn epdavion ava 21 nuEPeG (EAeyXog YOVEWV-EAWV)
MpokaAeital anod petaAAdelc oto yovidlo tng eAaotdong Twv oudetepodilwy
Ta emeloodla ponyoLvtal TN Pelwong Twv oudetepodilwy
JuvoOEC ekONAWOELG: Kakouxia, oTopaTIKA €AKN, oUAlTIOa, eplodovtitida, PaKTNPLAKES AOLUWEELCG

Wekell P. Presse Med. 2019



2Uvépopo PFAPA: Awadopikn dtayvwon(2)

2e unotpornialovta EMeLCOdLAL...

2. MAnwc... Yrotporidlovuoeg AOLUWEELS? AVOOOQVETIAPKELEG?

3. MAnwg¢
) TR 5 O ps
OAeypovoowponabeleg? TRAPS ~/
th-YT IL-1B WITNFRSF1A
2Uvbpopa meplodikwy rupetwy (2MnN) %Caspaml L e =L l 7

MAPKs (’
ROS

mtTNFRSF1A

N
IL-18 mediated HEREDITARY | N ) @ CAPS
AUTOINFLAMMATORY prolL-18
DISORDERS > (@) :

AOYW UETOANAEEWV TIPWTEWVWYV MOV EMNPEAOUV ’I‘
(D . o)

’\
TN Aeltoupyla Tou GAEYUOVOCWHUATOG? i proll-1p s |7

MEFV (rupivn)—0w.Meagoyelakog Nupetog > Lo i
MVK (peBalovikn kwwaon) —2Z.Hyper IgD | Pm;; s:»v SR O
1B ' .
NLRP3 (kpuormupivn) —Kpuornupivonadeleg o et N
MKD Ll o

TNFRS1 —2ZMN oxetilopevou pe vtodoxea tou TNF

Rigante D et al. Autoimmunity Reviews 2014



2uvdpopo PFAPA
A/ Suayvwon pe FMF ( epmepio MAPKA)

Eunupeto; |

KotAtaké aAyog |

84,3

Peupatikeg exdnAwoelg |

152.8

140

Owpakadyia |

Epetol |

120

AdBec; |
ALappoLeg |

{ AepdadevonaBeleq
S “Muayigg |
EpuoinelatostSEc e§avonua
Hrat ouppetoxn |

Tuyvotnta %

1 11,4
1 11,4
1 11,4

——— 10

|

57

InAnvopeyalia

=148

20

100

40 60 80 100

KAwvikéG ekdnAwoelg

Tpayava M. EAAnvikn Maidtatpikn 2015




KAwvikec ekbnAwoelc oto PFAPA vs.
HE AAAa povoyovidiaka AutopAeypovwdn Noorpota
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Exudative Enlarged cerv. Erythematous Aphtous Abdominal Arthralgia Painful ymph Headache Myagia Vomiting Diarrhea
pharyngitis ymph nodes pharyngitis stomatitis pain nodes
B PFAPA (199 pts) m MKD (74 pts) FMF (291 pts) TRAPS (86 pts) W CAPS (67 pts)

MKD (Avenapkeia pefaAovikig Kvaong) Harel LJ Pediatrics 2017

TRAPS ( MepLodiko oUVEPONO OXETL{OUEVO HE TOV TTALPAYOVTO VEKPWONG OYKOU)
CAPS (Kpuormnupwvond0eieg)




levetikn mpodiadeon yia PFAPA

1. Owoyevnc npodlabeon

Autoowu.kupiopxn Ue ateAn dietodbutikotnta N UITOAELT. KAnpovoutlkotnta?...

68 atopa pe PFAPA (14 olKOyEVELEC):

Avalntnon umelBuvng YoVLSLAKNG TIEPLOXNC OTO XPWHOOWHA 8 ... AIOTUXioL €VTOTLONG...
v" MovoyoviSLakr voooc e HeTOANGEELC o€ SladopeTIka yovidia?

v' Emidpaon €MIYEVETIKAC OE ATOMO UE YEVETLKA TipodLdbeon?

v' P6Aoc ouvurtapyovtwy yovidiwv aAAwv povoyovidtakd AON (FMF,CAPS,MVK,TRAPS)

Di Gioia SA et al:Sci Rep 2015



2UvOpopo PFAPA- levetikeC ouoxetioelc pe MEFV

Ynoyn:
v' H ouyvotnta petalaéswv MEFV o a.oBeveic pe PFAPA 8 - 66% og SLddopeg
HEAETEC

v' Enewoddia PFAPA os dopeic petal\déswv MEFV: pukpotepnc SLAPKELOC, TILO

OKOVOVLOTO KOlL OTIAVIOTEPEC E APOEC

v MBavwg ot petalAdéetc tou MEFV tpomonowntéc tou davotumnou epdavionc

PFAPA

16p13.12
16p12.1
16ql2.2
16q22.2
169233

Berkun et al.Semin Arthritis Rheum 2011



2Uvépopo PFAPA: ZXNUOATLOMOC TOU PAEYLUOVOOWHOTOG

Fevetikn: pOAog Tou PAEYHOVOOWHATOC NLRP3
v viru s# %E.acte um IL-1 ]aqn
7 7 ] or IL a
N ouyvotnta petaAdatswyv tou NLRP3 Jp—
yoviSiou mou evepyornoloUv to pAeYHOVOSWHAL - _.ﬂ Ctopiem
v e 82 aoBeveic e PFAPA: 13,9% dopeic Lm[ et ——f——
uetaAAaéng yovidiovu CARD8 (CARD-FS) oe NLRP_, % caso |
Pro-caspase | a';‘ i-rILE
ouykpLlon Ue 3,2% uvywwv radlwv (OR 4,96) Other Perks
Sl — (e,

v" To CARD-FS: amnoteAel cuotatikd Tou
dAeypovwpotoc NLRP3 tou avaoctéAAeL T EVEPVOTEO(HO'H TOoU (I)AEVIJ.OVOO'(.()IJ.GTOC NLRP3

gVepyormoinon tng kaomaonc-1

v' AcBeveig pe petoMaypévo CARD-FS: L o
Zexwploto ¢awvotumo PFAPA: ;?:r:::

N ouxvotnTa oTopaTiKwY adOwv Kot

CUMMTWHATA METAED TWV EMELOOSIWV

MNLRP3

Inflammasame ‘Caspase | activation
o IL-1[3 and IL-18 production
ASC

Pro-caspase |

Tschopp J.Nat Rev Immun 2010
Cheung et al.J Immunol 2017



20vépopo PFAPA oTt0 LKPOOKOTILO:
O poAo¢ Twv apuydaAwv

MNoaBoyeévela: Neploplopévn yvwon ylo To mwe erdpad n apuydadektopn otnv e€EAEn PFAPA
*  YnoOeon: ot apuydaAEg MTUPOSOTOUV TRV AVOOLOKN AOKPLON OE MPOoSLATEDELNEVA ATOMAL. ..
=> AOYW UETAVACTEUONC EVEPYOTIOLNUEVWY T- KUTTAPWYV OTLC AUUYSAAEG
Awadopéc apuydalwv acBevwv pe PFAPA kat autwv AAAnG atttoAoyiag:
v Aad. pikpoBLako doptio oe PFAPA: T doptio kuavoBaktnpiwv &  doptio otpentokdkkou
v Awd. lotoloyia / avooo-totoxnueia: T BAaotikiv kévtpwy & umteptpodia mAakwdouc erbnAiou,
T nopaywyn xnpelokwmv T-kut — Aepdoetdric unieprhaoia pe Tnaive CD4 +,CD8 +

*EEMANWG EMaVeEANUUEVA ETtELCOSLA 1) TTOAUAPLOpOL KUKAOL OVTLBLOTIKWY —> AVOCOEVEpPYOTIOinon?

Wekell P. Presse Med. 2019



2U0vépopo PFAPA: NMaBoyevela

ZUMMETOXN PUOLKAC KOl ETLKTNTNG OLVOOLOG

1. Evepyonoinon $puoikng avooiog HEcw Tov PAEYHOVOCWHATOC:

IL-1B, ko IL-18 1

2. H IL-1B ocuv-8ieyéptng tng Asttoupyiag T-Kuttdpwv
Thl avooiakn anavinon (T- kottapa: PIFN-y & xnuetokivwv CXCL9 CXCL10)

Mpw To eMeL068L0 TUPETOU Kard to enelgobLo Mecodidotnuoa
ZEVIOTAG , , . 5
Fevetikn mpodiaBeon N Aepdiké 1otég Twv apuysariv 2::;4)8“'(0 E;\aétakr’] T
MovokuTttapa r devépltika KUTTOpa —> £lOKIvE . QoTIKWY
pacn Oevop PO —>XNK S Nepubepukn KEVTPWV
- T moAukA.kUTTapa —> GAEYUOVWEELG KUTTOPOKIVEC 5| Aepdornevia —-> Oualomnoinon
NepBaAAov , ) ) .y Evepyort. NEPLPEPLKWV
MeptBoAovTikn A Arnotuyio moA/poU B kuttdpwv ota PAACTIKA KEVTPOL ;
P VTLKT N HOVOKUT. & BAEYLOVWBWV
HiKpoBLakr Stéyepon OAeypovoowuat SEKTWOV
MiL-1B

Manthiram K,Clin Rheumatol 2018



2Uvépopo PFAPA:
Oepaneia otn HLAPKELA EMELCOSLWV

2
LU 7,( "
f 1=~

— -_— 2

1. 2tepoeldn(2T) : KataotoAny eneltcodiwv os Alyeg wpeg pe 1 66on
npedviloAovng (0,5—- 2 mg/kg) n Bntapebalovng (0.1-0.2 mg/kg).

Entt amotuyiag: 2n 66on tnv emopevn péEpa
2. 2 emavedAvVLION TTUPETOU TNV EMOUEVN LEPAL: F}é
3. Je emavepdavion upetov >2-4 nu i > 1 Boou : avenapkng doon 2T
2e 25-50% naublwv umo ZT: BpAxuvon LECOSLOOTNUATWY

N ouyvotnta enelcodiwyv

AveruBuuntec avtidpaoelc T: avnouyia, mpoBAnuata avénong oe

Hakpd xopnynon, Yuxikn odaipa(?)

‘. S I - A
P ,;&r..-- f\ \ Y d
32 A
f‘§' K
Z :

MeyaAutepn kooptr) PFAPA* :

* 147/301 aoBeveic umo =T

* 93/147 (63%): 1 660n 2T KAY
* 46 (32%) pepikn amokpLon

*  8(5%) un anavinteg

‘Evéelén xopriynong T Kupiwg yLa «peTakivnon»
EUTIUPETWV EMELCOSIWV OE XPOVIKEG TIEPLOSOUG
anpoodopeg yLa To nadi i} TNV OLKOYEVELQ, OTIWG
SLOKOTEG, EEETAOELC

KoL WG MEPOG TNG SLayvwoTikAG dtadikaoiag

Wekell P. Presse Med. 2019

Feder HM.Acta Paediatr 2010
* Hofer et al .Rheumatology (Oxford) 2014
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Etepoluyol yia petalAdéelc MEFV Alyotepo suvoikni avtamokplon

2. PFAPA: NpoAnyn enstcodiwv (?)

V' Apuydalektoun: J ouyvotnta & Sidpkela enelcodiwv og 60-90%

KaAUtepn avtanokplon o€ aoBeveic >5 etwv

+ Adevektopn (?)
Bdoet euvoikn¢ e€EAENG PFAPA Kot IOAVWV HETEYXELPNTIKWY EMLITAOKWV™P ETUAEKTIKN ApUUYSaAEKTOUNA
v' KoAytkivn (0.5-1 mg/d):J ouxvotntag enetcodiwv & smprfikuvon peocodlaoctnudtwyv(33-70% acb)
Mo amoteAeopatikn o€ acOeveig pe petaAlacelc MEFV (75%)

V' Zuetdivn : av Kkat emayet Udeon o€ 1/3 Twv MEPUTTWOEWV... To UNtpwo Eurofever tnv anoppirntet
v" Butapivn D?

v' Avti-IL1 kot Avti-IL1B: Mikpéc oelpéc aoBevwV SOKIHAOTIKA.... AANG QITOTEAECUATIKA

Feder HM. Acta Paediatr 2010
Wekell P. Presse Med 2019



Avtamnokpion otn Oepancia oe acOeveic pe PFAPA
HE Evapén otnV aLdikn nALKia Kol LETA TV EVNALKIWON

MARpn¢ avtandkpion
otn Oepancia

Ytepoeldn
MZAOD
KoAxtkivn
ApuySalektoun

Tuxvotnta (%) Zuxvotnta (%) -
ota roudLa O€ EVNALKEG

84/85 (98,82%) 15/17(88,2%) 0,071
6/85(7,1%) 10/12(83,3%) <0,001

0/1(0) 3/3(100) 0,250

1/2(50) 1/3(33,33%) 1,000

D. Rigante: Clin Rheumatol (2017)




2U0vépopo PFAPA :‘EkBaon

MNald. acBeveic: Yyleig petall twv enetcodiwv — kP avénon
Ta eneloodla e€adavitovtal o 3-5 xpovia f kata tnv edpnPeia
MARPNC Udeon evtog 6 eTwv 85% Twv aoBevwy

Yuvexilouv yla ~ 18 £€tn: 15% twv a.oBevwv

D N N N A

Qawvotumnocg enetcodiwv: Staxpovikn aAldayn (o€ €vtaon,
Baputnta kot pecodlaotnua )
v' Emavepdavion UTIOTPOTIWV UETA Ao Xpovia PE NTULOTEPO

dawotumo kot poPoAr He Kolhltako aAyoc kot / i adpBwdn

otopatitida

v MoKkpomnpoBeopec cuvénelec Sev €xouv meplypadetl

Wekell P. Presse Med. 2019
* PFAPA: Znpavtiko ¢poptio yia ntadi /yoveic otnv Kabnuepvotnta Kadhim C.Pediatr Rheumatol 2015

Wurster VM, J Pediatr 2011



http://refhub.elsevier.com/S0755-4982(18)30488-3/sbref0855
http://refhub.elsevier.com/S0755-4982(18)30488-3/sbref0855

T OBupapat...
AwapopEg petaV evnAikwv Kat tatdiwv pe o. PFAPA

XopaKTNPELOTIKA MNowdua pe PFAPA EviAikeg pe PFAPA

@uho EAadpa umtepoxn ayopLwv Mn umepoxr tou dpuAou

MpoBAemouevn Avapevopevn (ava 3-5 o) ‘Atunn
ouxvotnta eneloodiwv
Juxvotepoc datvotumog  piyog, adOwdnc otopatitida, apBpadyieg, pualdyieg, kedahayia,

eneloodiwv dapuyyitidba KOTIworn, Bwpakikd aAyog,
erunedukitida, e€avOruota

AvTtamnokplon otn 1 66on otepoeldwv Tanoteheopatikdtnta twv MIAD

Beparneia emi emeloobiwv

Avtamnokplon otnv AmnoteAeopatikn og> 90% ALyOTEPO ATTOTEAEGUATLKNA

opuydaAektoun

‘ExBaon Automneplopl{Opevn Aev autormneplopiletal (;)
(+/-umotpomnécg) amouoiol UoKpoxpOoviwv SeSoUEVWY

ED Batu. Rheumatology International (2019)



Zupnepacpoto/akAAUNTEG AVAYKEC

To ouvdpopo PFAPA

v' MNapopével Eva VOONUO € LUOTHPLO»

v" MEANOVTIKEC TIPOOTTTLKEC VLA KATAVONON TG 0VOOOTIOO0YEVELOC &
LOTOAOYLKEC LEAETEC AspudLKoU LOTOU ApUYSAAWY, ATIOLKLOHOU ULKPOBLwV
v H owoyevelakr mpodldBeon yio to PFAPA = eAntida yLal YEVETIKEC CUOXETIOELG
v' EniSpoaon kAnpovopkwv o. NMeptodikot Mupetol otn StopdpPwon Tou GavoTumou
v TloLEC OL EVOEIKVUOUEVEC OTOXEUMEVEC Bepareiec? Anti-IL1B?

A&loAOynon amoteAeopaTLKOTNTAC TNG AVAOTOANC TNC IL-1 o€ emAeypévouc aoBeveig
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