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Oplopoi

To ouvépopo PFAPA KoL O OLKOYEVNG MECOYELOKOG MUPETOG (Familial Mediterranean
Fever - FMF) eival ta duo 1o cuxvd neplodikd epnvpeta cuvépoua otnv EAAGda. Kal ta Suo
KOTATAOOOVTAL OTnV Katnyopla Ttwv outodpAeypovwdwyv voonuatwv. Me Tov 06po
autodpAeypovwdn voonuata opiletal e€Keivn n opaAda KANPOVOULKWYV VOONUATWY TIOU
odeilovtal oe HETOPOAEG OTOUG PUBULOTIKOUG UNXAVIOUOUC TNG GAEYUOVNG, UE TIG SLOTAPAXEC
va TIapOTtnPoUVTOL 0TOo OKEAOG TNG GUOLKAG avooiag. AvtiBeta, ota autodvooa voorpata ot
TapATNPOUUEVEG Slatapaxes adopoulv To OKEAOG TNG Emiktntng oavooiag (B — kot T-
AepdokUTrapa) koL OXeTWovial HE TNV Tapoywyn autoavilowudtwyv. O mopandvw
Staxwplopog dev elval amoAlutog adol cuxvad TapATNPOUVTOL Kal SLATAPAXEC OTLG OTOLEG
UTTAPXEL TOUTOXpovN BAABN TOCO O0TO OKEAOG TNG AUTOAVOGCIAG 000 KOL TWV UNXAVIOUWV TNG
dAeypovng (Omwg T.X. O KAMOLleG vtepdepovonabeleg). Mia oelpd enelcodiwv TUPETOU
xapaktnpiletol wg neplodikd eumupeto otav ekdNAwBoUV 3 1] TEPLOCOTEPA EMELCOSLA TTUPETOU
EVTOC 6 UNVWV UE pecodldaotnua touAayxlotov 1 eBdouddac. Oa mpénel va {ekabaplotel OTL
oAa ta autopAeypovwdn voonpata dev ekdnAwvovtal amopaitnTa wg MEPLOSIKA eUTUPETA
Omwg 1.X. oupPaivel pe tn voco Behcet i tn un-Paktnplokr ootelitidba. Emiong, ota
UTtOTPOTILAOVTA EUMUPETA N UTIOKELMEVN attia dev elval mavta éva autopAeypovwdeg voonua,
adou o umotpornialov MUPETOC Unopel va odeiletal oe umotpomidlovoeg AOLUWEELS TOOO O€
vyl atdld 600 Kal o€ TaLdLA e UTIOKELUEV OVOCOOVETIAPKELQL.

Owoyeving MeooyeLlakog NMupetog (FMF)

O FMF eival €éva povoyovidlakd voonua To OTolo KANPOVOUELTAL PUE OUTOCWHOTLKO
UTIOAELTTOPEVO TPOTO. 2xetiletal pe tnv Umapén petaAldéewv oto yovidlo MEFV
(MEditarranean FeVer). Noapodtt eival 6edouévn n CUOXETION HE YOVIOLAKEG UETOAAAEELS, N
Sldyvwon tng vooou Baoiletal oe KALVIKA KPLTAPLA KOL O YEVETLKOG EAEYXOG ELvaL TIEPLOCOTEPO
UTTOOTNPLKTLKOG 1 eTBePatwTikog tng Stdyvwong. MOAG oto mepimou 60% twv acBevwv
napatnpeitatl opdluyn petdAAaén r SutAn etepoluywtia, oto 30% twv acBevwy SlamiotwveTal
HETAANaEN o€ Eva amod ta 2 yovidla (etepoluywtia), evw og 10-20% Twv acBevwy pe dldyvwon
FMF 8¢ Ba SlamiotwBel kdmota petdMaén .

OL TO XQPOKTNPLOTIKEG KALWVIKEC ekOnAwoelg Tou FMF elval mupetog 1 Sekatikni
TIUPETLKN Kivnon Stdpkelag 1-3 nuépeg, mou uTotpordlel ava nepimou 3-8 eBSouddeg kat to
KOWLlaKkO AAyog To omolo pmopel va eival toco coPfapod Mou va CUyxEETal UE Kpion ofelag



okwAnkoelditidag. AMeC cuxveég ekdnAwoelg eival to Bwpakikd dAyog mou amodidetal otnv
uTtokeipevn mMAeupitda A mepkapditida, apbpalyieg ) untotpomialovta enelcddia apbpitidag,
HUOAyieg Kal €€avOnua to omolo Hipeital to epuaimelag. MoAU omdvia OAEC oL TaPATAVW
KAWIKEG ekdnAwoelg Ba ekdnAwBouv tautdxpova. e emninedo epyactnpiou Katd Tn SLApKELA
TwV eneloodiwv mapatnpeital Asukokuttapwon, avénuéva enineda TKE, CRP, wvwdoyovou kat
opuloslboug opou (Serum Amyloid — A). MoAU cuxvad KAmMoOlOL MO QUTOUG TOUG OElKTEC
ETIUEVOUV Kl PETA TO €MELOOSL0 TOU TUPETOU. Elval auth n emipovn katdotacn GAeyuovAg n
orota podLabetel Toug aoBeveic otV AvANTUEN CUOTNUATIKIG AUUAOELSWONG TToU €lval Kot N
TIO ONMOVTLKY HoKpompoBeoun emutAokn tou FMF.

O FMF ouvavtatat cuxva otov EAANVik6 mAnBuoud, adou To ToCOo0TO ACUUMTWHOTIKWY
eTEPOlUYWTWV oTNV Nrelpwtikry EAMGSa unohoyiletat og 0.7% 2. To MOG0OTO AUTO elval To
avénpévo otnv KpAtn (4%) kat otnv Kumpo (6%) **. Ta mo cuxvd cupmrwpata otov EAANVIKO
TANBUOUO lval 0 TTUPETOC Kal TO KOWALAKO AAyog, akoAouBoUpeva pe peyaAn Stadopd anod tnv
apBpitida katl To Bwpakikd GAyoc.

Onwg avadépbnke, ya va tebel n Sldyvwon xpnoluomololvTal KAWIKA KpLTthpla Kot
ETIKOUPLKA EPYAOTNPLAKEG EEETACELG. lOTOPIKA TA TPWTA SLAyVWOTIKA Kplthipla eival ta
kpttpta Tel — Hashomer >, ta omola StatumwOnkav to 1967 Kat BAciotnkay OE MAPATNPFOELS
o€ evAAKeg (mivakag 1).

Nivakag 1
Kputipla Tel Hashomer*
Meilova EAdooova
1. Ymotpomalovta eUMUPETA UE 1. Ymotpormalovta eumupeTa
opoyovitida (meptrovitida, mAeupitida,
vpevitida)
2. YUnA£EG TipéG apuAoeldoulg 2. E&avOnua mou poldlel pe epuoinelag
3. Avrtamnokpilon otnv KoAxikivn 3. FMF o€ ouyyevn mpwtou Babuou

* N va teBel dtayvwon mpémet va mAnpouvtal 2 peilova i 1 peilov kal 2 eAdocova KpLtrpLa.
MBavn dtayvwon av mAnpouvtal 1 peilov kal 1 EAacoov kpLtriplo.

Ta kpttiipla Tel Hashomer xpnotpomnololvtal EupUTATA QKOO KOL TTOPOTL £XOUV XAUNAN
gevaloObnola, n e6KOTNTA TOUG lval oXeTIKA LPNAN. APKETA Xpovia HETA Slatunwbnkav ta
kptthpta. Livneh ® to omola éxouv udpnAdtepn evawodbnoia, ald yapnAdtepn eldKOTNTA
(mivakag 2).



Nivakag 2

Kputipla Livneh*
Meilova Yrnootnpktika Kpttipla
1. Neprrovitda 1. Oetikd OLKOYEVELAKO LOTOPLKO
2. MAevpitda N mepkapditidba 2. EBviknA kataywyn
3. Mupetog 3. HAwia < 20 eTwv
4. MovoapBpitida 4. ‘Evtovn cupnmtwpatoAoyia mou amottet
avamnauvon
EAdccova 5. Autopatn Udeon enelcodiwv
1. AteAdl oupmtwpata amd KoL, 6. Acuumtwpatika SlaoThuaTa
Ouwpaka, ApBpwoelg 7. Au&npévol deiktec PAeyuovng
2. AAyog ota KATW akpa 8. Mpwtelvoupila 1 awuatoupia Katd T
3. Avrtamnokpilon otnv KoAxikivn EMELCOOL
9. Apvntikn Aamapotopn n

OKWANKOELSEKTOUN XWPLE EuprpaTa
10. Zuyyévela yovEwVY

* Na va tebel n dayvwon mpémel va mAnpeitatl touAdylotov 1 peilov 2 eAdccova i 1
€\aooov + 5 urooTnpLktikd [ 1 éAacoov + 4 ano ta 5 mpwta

Amno to 2009 eivat dlabéopa ta Stayvwotikd kpttipla Yalcinkaya — Ozen ta omola
Bactotnkav otn pehétn madiwv pe FMF 7. Oewpeital 6TL £X0UV LKAVOTIONTIKY evatoBnaia Kat
eldkotTnTa, aAAA BewpnBnke pelovEKTNUA OTL BaoiloTnKav AMOKAELOTIKA OTn UEAETN acBevwv
arn6o tnv Toupkia, xwpa otnv omoila o emumoAacuog tou FMF eival wWblaitepa vPnAog pe
ouvénela n Ouvatrotnta edapuoyng o€ AAAoOuG¢ TANOUOUOUG UE UEYAAUTEPN YEVETIKN
eTePOyEVELa va apdlopnteital (mivakag 3).

Nivakog 3

Kpttipua Yalcinkaya-Ozen*

1. Nupetog: > 38 C, dLapkelag 6 — 72 wpeg, TouldxLotov 3 emelcodia
2. Kol\lako aAyog, dLapkelag 6 — 72 wpeg, Touldylotov 3 emelcodia
3. OwpPaKLKO AAyog, SLapkelag 6 — 72 wpeg, Touhaxlotov 3 emelcodila
4. ApBpitda, Stapkelag 6 — 72 wpeg, TouAdayxlotov 3 enelcodia

5. Olkoyevelako Lotoptkd FMF

* Tl va teBel n Stayvwon FMF mipémel va mAnpouvtal 2 oo ta 5 kpltipla

Mpokelpévou va dlamotwBel n xpnowotnta 16o0o Twv Kpltnpiwv Tel — Hashomer kat
Livneh ota matdld, 600 kot n xpnowuotnta Twv kpttnpiwv Yalcinakaya — Ozen og mAnBuopoug
€KTOC Toupkiag, mpaypatornoBnke mapAaAAnAog €Aeyxog tn¢ evalobnoiag kot TNG eL8LKOTNTAG
TOUG, Xpnolpomolwvtag éva MAnBuoud aoBevwy pe erPeBoawpévn dtayvwon FMF amd tn
Baon kataypadng acBevwv Eurofever tng Pediatric Rheumatology International Organization
(PRINTO). Katadeixbnke cadéotata otL ta KpLtipla Tel — Hashomer ota mawdid €xouv moAv
vPnAn evatcbnoio aAAd xapnAn edikoTNTA Kal OTL Ta Kpttipla Livneh €xouv kamwg kaAUTepPN
evaoBnoia aA\d xapunAn ewdwotnta <50%. Télog, ta kpitipla Yalcinakaya — Ozen eivat



XPNOTIKA Kal o€ TMANBUOUOUC €KTOC Toupkiag PE LKOvOTOLNTIKA gualoBbnoia kat €l8lkoOTNTA
(nivakac 4) &.

v
Mivakog 4
Sensitivity, specificity, PPV, and NPV of the suggested criteria compared with previous criteria
Criteria Sensitivity (%) Specificity (%) PPV (%) NPV (%) Accuracy (%)

Yalcinkaya-Ozen

I criterion 993 5.7 53.4 88.2 545

2 criteria 874 407 61.6 74 .8 650

3 criteria 524 882 829 63.0 69.6

4 criteria 24.1 996 98.6 54.7 60.3

5 criteria 5.6 996 94.1 49.2 50.6
Tel Hashomer criteria 450 972 938 65.0 718

Without colchicine response 166 996 97.8 55.7 59.2
Livneh criteria 773 41.1 58.8 62.4 599
FMF group (n = 286), control group (n = 263), for Yalcinkaya-Ozen criteria. FMF group (n = 271), control group
(n = 285), for Tel Hashomer criteria. FMF group (n = 286), control group (n = 263), for Livneh criteria. FMF
familial Mediterranean fever; PPV: positive predictive values; NPV: negative predictive values.

J Rheumatology 2016; 43: 154 - 160

Oepamnevtikad otov FMF dapuako mpwtng ekAoyng eivat n KoAxikivn, n omoia eAéyxel Ta
CUMTTWHOTA TwV acBevwy o€ Tooooto 90% - 95% (65% mAnpng avtanokpilon, 30% peiwon g
oUXVOTNTAC 1 TNG EVTOONC TWV EMELC0SIWV) °. EYKEKPLUEVO DAPHOKO VL0 TNV OVTLLETWITLON TOU
FMF eivat kat to Canakinumab (avaotoAéag tng IL-1B), To omoio Ba xpnoipomnolnBel poévo oe
TIEPUTTWOELS OTIOU N KOAXLKIVN €XEL amoTUXEeL 1} Ttapatnpeital Sucavetio atn xprion tng 2. AMa
SlaBéopa papuaka pe xprnon ektog evdeifewv eival To Anakinra (avtaywviotrg tou utodoxéa
IL-1), To omoio Adyw ToUu PIKpOU Xpovou nuicelag {wng eival duvatov va xpnotuomnolnBet eite
KAONUEPVA 1§ HOVO OTIC TIEPLOSOUC Kat NuéPeC Twv eédposwv M kaBwe kat to Tocilizumab
(avaotoAéag tng IL-6), dapuako TO omoio €xeL xpnoldomolnBel Ye emituyio 08 PHEMOVWHEVA
neplotatikd M, evd) auth Ty nepiodo mpaypartonoteital Kot SUTAf TUXOLOTONMEV MENETN
LLE TNV TIPOOTITLKA £YKPLONC Tou dbappdkou yio tov FMF *2.

PFAPA

To PFAPA onw¢ eival yvwotd ekdnAwvetal pe meplodikd mupetd (Periodic Fever),
AdOBwdn €Akn (Apthous Stomatitis), @apuyyitda (Pharyngitis) kot AdevonaBela (Adenopathy)
KOl TIPOKELTAL YLOL TO TILO CUXVO TIEPLOSLKO EUMUPETO oUVOPOUO TNG TTALSIKAG NALKiaG. AvtiBeta
LUE TOV OLKOYEVI] UECOYELAKO TIUPETO dev €xel SlamotwBel n Umapén kamolag oXeTWOUEVNG
HeTAAAaENC. MBavoloyeital OTL TPOKELTAL YL VOCO N omoia KAnpovoueital oAlyo-yoviSlaka n
oUumAoka. O TPOMOG KANPOVOULKOTNTOG HLUETAL QUTOOWHUATIKO ETULKPATEG VOONUA HE
Sletobutikotnta 50%. Zuxva UTIAPXEL OLKOYEVELAKO LOTOPLKO WG Kol T0 30% Twv MEPLOTATIKWY
Ka ivat Ehadpwe cuxvdTepo aTa ayopLa .

H &duayvwon tou PFAPA esival kKAwvikn Kal TiBetal pe Baon KAWKA kpltipla. Ta mpwta
kpltipla eixav StatunwBel and to Marschall to 1989, o6tav Kal eplypddnKke n vOoog O ML
opdda 12 madwov Y. Itn ouvéxela to 1999 StatumwBnKav To TPOMOMOLNHEVA KpLTHpLL
Marshall (Modified Marshall fj kpttiipta Thomas) '8 ta onoia xpnotpomnotodvrat we Kat oHUEPD



Kal Ta omoia meptlappavouv: 1. Yrotponidlovia eunupeta He evapén otnv modikni nAkio <5
€TWV. 2. TEeVIKELUPEVA OUPMTWUOTA HE amoucia onuelwv Aoluwéng TOU AVWTEPOU
OVOTIVEUOTLKOU KOl TOUAGXLOTOV €va oo Ta opakatw: a) apBwdn otopatitida, B) tpaxnAkn
Aepdadevondbela, y) dapuyyitida, 3. AMOKAELOMOC KUKALKAG oubetepomeviag, 4. Amouoia
CUMMTWHATWY METAL Ttwv emelcodiwy, 5. Quaotoloyik avénon kat avamtuén. Ztnv opdda
aoBevwv mAvw otnv omoila Slatumwbnkav Tt TPomomolnpéva kpttipla Marschall eixe
StamiotwBel n ocuvimapén CUUMTWHATWY OMwWC To KoWlakd AGAyog, Sidppola, kebaAaAyia,
€€avOnua 1} OKOUA KOl CUUMTWHOTO OO TO OVATIVEUCTLKO, KATL TO omoio emiBefalwbnke kat o
endpevec oelpéc aobeviv .

Ye eninedo epyaotnplokwy, ywa tn Sldyvwon tou PFAPA eival mavta amapaitntog o
€ANEYXOC LE YEVIKI OLLOTOC TOOO KATA TNV EKONAWON TWV CUUMTWUATWY 000 Kal EVOLAUECSO TWV
enelcobiwv TPOKELUEVOU va amOKAELOTEL N UTapEn KUKALKAG oudetepomeviag, evw uoLKA
OVOUEVETAL QUENUEVOC apLlOUOC AsUKWY KaTa TN SLapKeLa TwV eMelcodiwv. Emiong, mpwteiveg
ofelag paong omwg CRP kot apUAOELSEG 0poU AVOUEVETOL VA €lval AUENUEVES, OTIWG GUOLKA
kat n TKE. Ot TLWEG QUTEG emavépyovtal oTto GUCLOAOYIKO AlyeC UEPEC UETA TO €mMeLoOdL0.
AvtiBeta, otov FMF cuxva n TKE kal to apuloeld€C opoU TMOpPAUEVOUV aufnuéva (yla to
OUUAOELSEG TO TOCOOTO AUTO avilotolxel 0to 70% Twv aoBevwy). Eviote, xpnolpomnolouvial yla
Tov KaBopLlopo tng umapéng pAeypovig otn Hetafy Twv enelcodiwv nepiodo, pecoraPnteég Tng
dAeypovng onweg o TNF-a, IL-6 kat IL-1. Mapott pia peAétn €xet Seifel otL ol aoBeveic pe FMF
€XOUV OTATLOTIKA QUENUEVEC TIUEG O oxEon Ue ducololoylkd control otnv mepiodo petall Twv
enelcobiwv, To €UPOG TIHWV HETAEU GUCLOAOYIKWVY Kol TIaBoAoyLkwY TLHWV €lval SUOKoAO va
SlaxwpLoTel, OMOTE N XPrion TOug OTNV KALWVIKN TIPAEN TIPOOhEPEL TTEPLOPLOUEVN SLAYVWOTLKN
BorBeta %.

Elvat yvwotl n moAU kaAn avtamokpion tou PFAPA ota KOPTIKOOTEPOELSH, €LOLKA
epooov xopnynBouv oto 1° 24wpo ekSAAWONG TWV CUMTTTWHUATWY, OMOTE KAl OVOHEVETAL N
avaoyeon tou enelcodiov. TuvnBéotepa, xopnyeital mpedvilovn n npedviloAdvn oe 66on 0.5 —
2.0 mg/kg pe péylotn So6on ta 60 mg. e peydleg oelpéG aoBevwy £xel meplypadel mMARPNG
avtanokplon mepinov ota 2/3 twv acBevwy, peptkn oto 1/3 twv aocbevwy, evw €va 5% Sev
avtamokpivetat 21, O péooc xpOvog avTamokpLonG Kupaivetal amd 4 — 12 wpeg kat paivetat ot
b00 peyolUtepn eival n 86on, Tooo TaxUtepn eivat Kat n Ubeon Tou mupetol 2224, Se pelétn
ue tn xpnon 6o6ong 1 mg/kg, to 80% twv acBevwv avtamnokpibnke oe 1 o6on, evw 20% Twv
aoBeviv xpetdotnke kat 2" 86on, n omola prtopel va xopnynOet 12 — 48 wpeg petd . H ouxvi
XOpPAyNon KopTKOOTEPOELOWV €XEL TtEpLypadEel OTL PELWVEL TN oUXVOTNTA TWV ENELCOSiwV OTO
19-50% Twv aoBeviv >, wotdco ot 30% Twv acBeviv £xel meplypadel Kol apaiwon Twv
eneloodiwy 2>, T& aUTO Ba TPEMEL VO GUVUTIOAOYLOTEL KAl TO YEYOVAC OTL TOUC KOAOKALPLVOUG
HAVEC Vo TT0C00TO aoBeVWV eKSNAWVEL GadWC AyOTEPO EMELOOSLA 2>, STO EPWTNHO AV HLOL
600N KopTIKooTEPOELOWV ava 3 — 6 EBSOUASEC EXEL LOKPOTIPOBECEG CUVETIELEG SEV EXEL QKO
600¢el anavtnon otn BLBAoypadia.

H apuydadektoun amoteAel pio dlaitepa amoteAEOUATIKY €MAOYN YylA TNV OPLOTIKN
QVTIUETWTTILON Tou PFAPA, to omoilo avapévetal va udeBel mAnpwg péxpl tnv nAtkia twv 10-12
ETWV, eVW o€ Alyoug aoBeveig ol ekdnAwoelg ouveyilouv kat otnv eviAiko {wn. Ta teAeutala
xpovia TLOAAEG HEAETEC emdeLkvuouv QTOTEAECUATIKOTNTA ™me
o UUYSAAEKTOWNC/ASEVOELSEKTOUAC TNG TAENG Tou 97% 2°%.



PFAPA kat FMF: onpeia kAwikng aAAnAoemnika@Avdng

Ta tedevtala xpovia n Aemtopepéotepn UeAETN tou PFAPA kal tou FMF €xel avadeifel
opketd evlladépovia Sedopéva  OXeETIKA HeE TNV aAAnAoemik@Audn TG KAWIKAG
cuunTwpoatoloyila Twv 2 madrnoswv. H mio peydaAn peAétn yia to PFAPA dnuooteltnke to 2014
Kal otnv omoia cuppeteixav 301 aoBeveic pe PFAPA. H pelétn auty emPBeBaiwoe OTL oTO
PFAPA £KTOC amod TNV TpLada Twv XapoKTNPLOTIKWY CUUNTWHATWY (apBwdn €Akn, dapuyyitida,
adevondBela), OUVUTIAPXOUV OCUMPMTWHATA amd TNV KOW oto 59% twv aocBevwy,
HUOOKEAETIKA CUMMTWHATA 0T0 39% kot €€avOnua oto 13%. Mo cuxvo CUUTTWHA €lval N
dapuyyitida (90%), akohouBel n Aepdpadevonabela (78%) kat ta adpBwdn €Akn OTOMATOG
(57%), aAAd WOALG tO 44% Twv acBevwv ekdnAwvel Tautoxpova Kal T 3 CUUMTWUOTO.
[Slaitepa  evlladépov elvat to yeyovog Ot éva 10-17% twv aocBevwv  ekdnAwvel
ouuntwpoatoloyia PFAPA petd tv nAwkia twv 5 €twv, KAtL to omoio 6e cupPadilel pe ta
UTIAPXOVTA SLayVWOTIKA KPLTAPLO. € QUTOUG TOUG aoBevel¢ pe €vopén CUUMTWHATWY OF
HEYOAUTEPN NAKia N ouvuTapEn KoL TWV TPLWV XAPOKTNPLOTIKWY OUUMTWHUATWY MANCLAlEL TO
55% *!. PFAPA dpwc €xet meptlypadel Kat pe évapén otnv evihko {wh pe péon nAkio évapéng
1@ 20.9 +/- 7.5 étn *°.

Mvetal cuvenwc avtlAnmtd otL n dtayvwon tou PFAPA eival cadwg mio meputAeyuévn
amo OtL apxkd daivetal. EmumAéov, n edbapuoyn Twv SlayvwoTlkwy KpLtnpiwv tou PFAPA o
aoBevig pe emPePfatwpévn dayvwon yia FMF, TRAPS kat Hyper — IgD &ivel Peuvdwg Betikn
SLdyvwon vyl PFAPA og mocootd 8%, 53% kot 87% avtiotowa >°. To iSlo LoxVeL KoL pe T
epapuoyn Twv kpLtnpiwv yla tn dLdyvwaon Tou OLKOYEVOUG LECOYELOKOU TIUPETOU O aoBeveig
He emBePatwpévo TRAPS, CAPS, Hyper — IgD ka®wc kat PFAPA (rtivakac 5) &.

Nivakog 5

No. patients who met FMF diagnosis in our series according to different diagnostic tools. Data are n/N (%).

Yalcinkaya-Ozen Criteria  Tel Hashomer Criteria Livneh Criteria
FMF patients positive for FMF 250/286 (87 .4) 122/271 (45 0) 221/286 (773)
CAPS false-positive for FMF 10/32 (31.3) 0/32 (0.0) 12/32 (37.5)
MKD false-positive for FMF 25/45 (55.6) 2/45 (4.4) 35/45 (77.8)
TRAPS false-positive for FMF 30/53 (56.6) 3/53 (5.7) 42/53(79.2)
PFAPA false-positive for FMF 53/160 (33.1) 2160 (1.1) 62/160 (38 .8)
Undefined patients 38/87 (43.7) 1/87 (1.1) 53/87 (60.9)
FMEF: familial Mediterrancan fever; CAPS: cryopyrin-associated periodic syndrome; MKD: mevalonate kinase
deficiency; TRAPS: tumor necrosis factor receptor—associated periodic syndrome; PFAPA: aphthous stomatitis,

pharyngitis, adenitis syndrome.

J Rheumatology 2016; 43: 154 - 160

AnAadn, n kKAwiky aAAnAoemikdAupn HETAEL TwWV TEPLOSIKWY EUTTUPETWY CUVOPOUWY
elval onuavtikn kat to SLayvwoTtikd TPOPANUA TOU GUXVA AVTLUETWTI{OUE UE AUTOUG TOUG
oaoBeveic Sikatoloynuévo.

IXETIKA Pe TNV aAAnAoerukdAudn PFAPA pe FMF €xeL mpokUeL Ta TeAeutaia xpovia otl
we Kot Ta 2/3 twv aoBevwv pe PFAPA eivol etepoluywtec yla to yovisto tou FMF 3173,



Avtiotpoda pe Ta moapanavw, o€ npoodatn neAEtn otnv Toupkia, 25% twv acBevwv pe PFAPA
TANPOUVV Ta KpLtripla Tou FMF, pe ta 2/3 autwv va eivat etepoluywted yia FMF **. Kot evd n
apuydalektopn €xeL €EALPETIKA TTOCOOTA €Tttu)iag mou emepvolv 10 90% ot aoBeveig pe
PFAPA, 10 T000OOTO autO ¢tdvel kovid oto 50% oe aoBeveig pe PFAPA kal etepoluywtia yla
FMF 3% Se &\\n mpoodatn pelétn oto Iopan) éva 20% twv acBeviv pe PFAPA, €xouv
napaAAnAa StayvwoBel pe FMF, mapouoidalovtag mapdAAnAa moAU KaAr avtamokplon otnv
koAxwkivn *°, éva pappaxo to omolo Kate€oxAv xpnotpomoteital otov FMF, dMa dxL Kat oto
PFAPA.

MéxpL mpoodata uripxav Alya deSopéva yla TNV AmMOTEAECUATIKOTATA TNG KOAXLIKIVNG
o€ aoBeveig pe PFAPA. To KAWIKO amotéAeopa Sev lval o TANPNG EAEYXOC TWV CUUMTWUATWY,
aM& n peiwon e ouyvotntag twv enetcodiwv 2% Autd emBePatwBnke o€ pia PeNETN
otnv Toupkia pe T ouppetoxn 356 mawdwwv pe PFAPA, ta omola éAafav mpoduAaln ue
KOAXLKiVN. 2ZTO oUVTPUTTLKO 85% MOPOUGCLACTNKE UELWON TNG CUXVOTNTAG TWV ENMELCOSiWV. Ao
Tou 200 kot mAéov aoBeveic mou eAéyxOnkav yia FMF, ot 57 ntav etepoluywteg yla FMF. Ze
auTOUG TO TOOOOTO QVTOMOKPLONG OTNV KOAXWKivn Atav 96%. Avtiotolxa, TO TOCOO0TO
QVTATOKPLONG 0TNV KOAXLKivn a.oBevwy pe PFAPA oL omoiol fAtav apvntikol otov €Aeyyo yla FMF
énedrte oto 80% >

Zuvoyilovtag oAa ta mapandavw dedopéva yivetal cadeg otL oto PFAPA, n tetpada
CUUMTWHATWV: TIEPLOSIKOG TUpeTog, adBwdn otopatitida, tpaxnAikn Aspdadevondbela Kat
dapuyyitiba cupmMAnNPWVETAL amd TN cuVUTIAPEN CUUMTWUATWY omo TNV KOWALA, TN MEPLKN
QVTATOKPLON OTNV KOAXLKivn Kal tnv etepoluywtia yia FMF.

ALayvwoTiKn Kol BgpameuTik) MPooEyyLlon NEPLOSIKWY EUMUPETWY — Movada Matdlatpikig
Peupatoloyiag, I’ Nawdiatpikn KAwvikn, MMN «ATTIKON»

Aebopévng NG KAWVIKAG 0AANAOETUKAAUL Y NG TWV TTEPLOSIKWV EUTUPETWY CUVOPOUWY Kal
™¢ duokoAiag toug cadoug Slaxwplopou toug, otnv Movada Matdlatpikng Peupatoloyiag
tou Noookopeiou «ATTIKON» xpnotpomoloUe wG pyaAeio Ta KAWVIKA SLayvVwoTLKA KPLThpLa
Eurofever, ta omola mpoékupav amd tn HeAETn aocBevwv mou €xouv Kataypodel otnv
Evpwrnaikn Pdon kataypadr¢ mneplotatikwyv Eurofever. Zuykekplpéva avaAvoviag ta
CUUMTWHOTO aoBevwv HE YVWOTEC METOAAAEELC KAl XPNOLUOTIOLWVTAC TG KOATAAANAEG
OTATLOTIKEG LEBOSOUC £xeL TPOKUPEL Eval OKOP YLla KABE CUUMTWHA KAl £Vl CUVOALKO OKOpP yla
K&Be oUvVSpopo 2. Ttn povdda pog, edbdoov o aobevic unepBaivel auTo TO oKop TOTE Bat
TIPOXWPNOOUE OE YEVETIKO EAEYXO Yl TO QVTIOTOLXO vOonua. ITnV mMepimtwon acBevwv pe
PFAPA edboov umdpxel umdvola yla cuviTapén ocupntwudtwy FMF, tote eAéyxoupe TOUG
aoBeveic yovidlaka kot yla FMF.

Oepamevtik@ oL aobeveic pe PFAPA peta tnv nepiodo kataypadnic Kal
KAWVIKOEpyaoTnpLokoU eAéyxou Ba AdBouv Bepameutikd mpedviloAdvn oe doon 2 mg/kg evidg
TOU TMPWTOU 24wpou armo tnv €vapén tou mupetol. EvaAlaktikd pmopel va xpnotuomnoinBet
oxnua 1 mg/kg oe 8Vo 6ooelg pe Stadopad 12 wpwv 1 1 mg/kg yla 2 cUVEXOUEVEG NUEPEC. 2€
EMOpEvVA eMeL0OdLa Kal ebpooov To oxNua anofel metuxnuévo n 66on pmopet va pelwbel otn
HULKPOTEPN OMOTEAECUATIKA. Z€ €eKelvoug Tou¢ aoBeveic mou &g Ba avtamokplBolv ota
KOPTIKOOTEPOELSN 1} 0 AUTOUC UE ALYOTEPO TUTILKA cupmtwpata. Me Bdaon ta dedopéva mou
TIOPOUCLACTNKAV TILO TIAVW OXETIKA PE TNV QAMOTEAECUATIKOTNTA TNG KOAXIKivnG oto PFAPA,



opKeTol amnod toug acBeveig pag Ba Eekivioouv MPodUAAKTLKH aywyn HE KOAXLKIVN Kal OTiwE Kot
€KElVOL OTOUG omoiloug mapatnpeital avénon TnG cuXVOTNTAC TWV EMELCOSIWV PETA TNV €vapén
KOPTIKOOTEPOELWOWV €mi Tou emelocodiou. Mpokelpévou va KPLOel N AMOTEAECUATIKOTNTA TNG
KOAXLKIVNG TO dpappako Ba mpémnel va AndOet yla touAdylotov 3 — 6 purvec. H koAxikivn lvat éva
dapuako pe eCalpeTIKO TIPOPIA aodAAELOG HUE KUPLOTEPEC QVETLOUUNTEG EVEPYELEC TLG
SLappoikEG KEVWOELG TTOU amoteAoUV Kal TV Kupldtepn attia Sucavetiog oto GApUaKOo Kol TV
L6LOCUYKPAOLAK OKOKKLOKUTTOPALUIO. ZNHOVTIKO Kivouvog TOEKOTNTAC TIPOKUTITEL OTav
ouyxopnynBel pe ddappoka OMw¢ oL POKPOALSEG, KAMOLO OVTLHUKNTIOOWKA KOL O XUMOG
Grapefruit.

Enl amotuxiag ¢ avwtépw aywyng f onUAvTikAG av&énong Tng ouxvotntag Twv
enelcobiwv pmopel va mpaypoatonownBeil apuvydalektour). Qotéco, o auti TNV €mAoyn Ba
npénel va AndBel umoPv 6tL ta cupmtwpata Tou PFAPA avap€VeTal va QUTOTTEPLOPLOTOUV WG
™V nAkia Twv 10-12 eTwv, av oxL vwpitepa kat GuCLKA n emBupia TNG OLKOYEVELOG.

Mwa AaAAn ev Suvapel Bepameutiky emloyny elval n xopnynon Anakinra, evog
oavtaywvlotn tou untodoxéa tn¢ IL-1. Xe acBeveic pe PFAPA £€xel SlamotwBOel n unepékdpaon
yovidiwv mou oxetilovtal pe tov umodoyxéa IL-1R. MdAlota n xopriynon 1 86ong Anakinra 1
mg/kg €lxe oav amotéAeopa tn AP UTIOXWPENON TWV CUUMTWHATWY O 3 amo Toug acBeveig
oToUC omtolouc xopnyOnke. Eveexopévwe vo amoteAel pia e€atpetikr evalhaktikr ertthoyr >°.

OL aoBeveic pe PFAPA €xel mapatnpnBel otL €xouv xaunAd emineda VitD. To 6delog
arno tn xopnynon VitD oe acBeveig pe VitD dev €xel amodelytel, wotdéoo oe acbeveig mou
€\aBav 400 IU ava nuépa mapatnpnOnke peiwon tng SLAPKELAC TWV EMELCOSIWV TOU TIUPETOU,
EVW) OE V0L TTOOOOTO ACBEVHIV HELWBNKE N oUXVOTNTA TwV enelcodiwy 4.

Mia dAAn GapuOKEUTIKA ouaia Tou €xeL xopnynBel pe pkpn OUwg erutuxia eival n
OLUETLOLVN, TNG OTtolag N amoTeAECUATIKOTNTA TtEPLYpAdeTal oto 25 — 30%, Xwpig OpwG va givat
KATOVONTAC O HNXOVLIOHAC SpAong Ml Tou PNxaviopuwy tne dbAeypovrg #2>*2,

Téhog, yla ™ Bepaneia tou FMF to ddapuako ekAoyng €ival mavia n KoAxlkivn otnv
KATAAANAN yLa tnv nAkia 66on. Onwg avadepbnke, n xopriynon KoAxXLKivng Kal n avtamokplon
otnV aywyn amotelel éva amod ta Slayvwotikd kpttipla tou FMF, kal yio autd to Adyo o€
TIOA\EG TIEPUTTWOELS ETL LOXUPWV KAWLIKWY €evOeifewv kal xwplc yevetwkn emPeBaiwon
Xopnyeital KoAxlkivn yla Xpoviko Sldotnua TtouAdxlotov 6 pnvwv. Edocov eleyxBouv ta
CUUMTWHOTA, ouvexiletal n xopriynon tou dapudkou adol TPAKTKA N OVIATOKPLON OTNV
aywyn ormoteAel ekelvo TO SLayvwoTIKO KPLTpLlo To omoio pall pe Ta UTTOAOUTA CUUTTTWUATO
Kal eupnuata emBePfatwvel tn dtayvwon. Ent ducaveliag otnv KoAxikivn r amotuyiag eAéyxou
TWV CUUMTWHATWY €XeL EVOeLEn n xprion avaotoAéwv IL-1 1} akopa Kat IL-6 0nwg meplypadetat
TIAPATAVW.

Zuunepacpora

Yrdapxel onuavtik aAAnlosmik@Audn HETAEU TwV KAWIKWY  GOLVOTUMIWYV TWV
TIEPLOSIKWY EUTIUPETWY OUVOPOUWVY. AUTOC elval o AOyog mou cuxva UTtapxel SuokoAia otn
Sldyvwon Twv aoBevwy. AMALTETAL CUCTNUATIKN TTAPaKOAoUONoN Twv KAWVIKWYV EKSNAWCEWV
Kal Bpa-Bripa mpocgyyLlon mpokeEvou va tebel n owotn dtayvwon.

Eldika yia to PFAPA kat tov FMF, cuvépopa ta omola cuvavtoupe cuxva otnv EAAada,
SLATILOTWVOUHE OTL €XOUV OPKETA KOLVA XOPAKTNPELOTIKA. Mépav TG aAAnAosmik@Auyng Twv



CUUMTWHATWY 0 SLaXWPLOPOC TOoUG elval ouxva apketd SUoKOAOC Adyw TNG cuxVvnG Ttapouaciag
HeTaAAdéewv MEFV oe aoBeveic pue PFAPA, Tng avtamokplon Kot Twv duo cuvSpouwv otnv
KOAXLKLVN KOl TNG TauTtoXpovng dlayvwong twv duo cuvdpouwv o aobeveic. Npodavwg avta
TO Kowa onueia Sev elval apkeTd yla va oxuplotoupe otL FMF kat PFAPA avtutpoowrnelouv
ehadpwg Sladopomolnpévous davotumous tou dlou voonuatog. e KaBe mepimtwon ot
YOVIOLOKEC HeTaldgelc tou FMF, aldd kot Twv AAAWV TEPLOSIKWVY EUTIUPETWV (OWCG
Stadpapatilouv kamolo poAo otov KAWLIKO datvotumo tou PFAPA, To omoio dev €xel akoua
OUOXETLOOEL e KAmoLa YEVETIKN LETAAAAED.
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