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Xeipoupyikd anoreAéopara kai icToAoyikd supnpara
perd apuydalekroun o€ naidid pe cuvdpopo PFAPA
(Periodic Fever, Aphthous stomatitis,
Pharyngitis and cervical Adenitis)
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Zkondg: Na adiodoynBoUv Ta ioTodoyikd eupripara Twv napioBuiwv auuydaldv og naidid pe odvopouo PFAPA kai va
karadeixBel n BeAtiwon Twv ouunTwudTwy PeTd TNV auuydalekTouri e i xwpis adevoToun.

YAik6 kar pé@odor: H uerétn €yive oo Noookoueio Madwv «H Ayia Zopia», ueraéi Maiou 2007 kai louAiou 2008. XTn
ueAéTn ouunepiripOnkav 9 naidid ue kAivikd kpithpia ouvdpduou PFAPA, nou ungfAriBnoav os auuydadskToun.
AnoteAéopara: And 1a 9 naidid nou nAnpodoav kAIvikd Ta KpiTripia Tou ouvdpduou, Ta 5 Atav aydpia (55,56%) kai
1a 4 kopiToIa (44,44%), e €Upog nAikias Ta 2,5-5 €tn. H didpkeia Tng UETEYXEIpNTIKAG napakoAouBnong ritav 6-19
unves. lNaparnpriBnke nAripng unoxwpnon Twv NepIodIKWY undpeTwy ensicodiwv o 8 naidid (88,89%) uerd tnv
auuydalektouri. H 1oToAoyikr kai avoooioToxnuikri e&€taon €0eiSe aroidaeis xpoviag pAsyuovigs Twv auuydardv.
Zupnepdopara: As dianiordOnkav €idikd eupripata and Tis auuydalés kai TIS adevoeldels ekBAaoTrioel Twv aoBeviy.
Ta 10T0AoYIKd €upriuaTa Twv auuydaAdv oto auvdpouo PFAPA O diapépouv and autd Tng xpdviag auuydalimidag.

A€€eis kAe1did: X0vopouo PFAPA, apuydalsktouri, xpdvia gAsyuovn.

Eicaywyn

To ouvdpopo PFAPA (Periodic Fever, Aphthous stomatitis,
Pharyngitis and cervical Adenitis) neprypdpnke npwra and
Tov Marshall' To 1987 kai xapaktnpiletar ané nepiodikd
eneloédia uPniol nupetol (>39°C), didpkeiag 3-6 nue-
PWV Kal PE eupdvion kAOe 3-8 eBOouddes, cuvodeude-
vo and apbwdn oTopaTiTIda, GapuyyiTIda KAl TPAXNAIKA
Aeppadevimda’. Epyaotnpiakd eupripaTta e181Kd TNGVOo0U
dev undpxouv kal n dIdyvwon yiveral and Ta CUPNTWHO-
10°. TKONOC TNC napouoag PeAETNG eival n a&loAdynon -
OIKWY I0TOAOYIKWY EUPNUATWY OTIG APUYOAAEG NAIBIWV e
oUvdpopo PFAPA nou ungBAnBnoav oe apuydaiekToun
kal n eEEAIEN Twy ocupNTwPdTWY oTa NaidId auTd KaTd TN
MeTeyxelpNTIKA nepiodo.

YAik6 kai pédodol
MpodkerTal yia avadpopiki JeAETN naidiwyv pe oUvOpo-
Mo PFAPA, nou unoBAnBnkav og apuydalekTopn pe i Xw-

Eikéva 1. Xpdwon Hematoxylin - Eosin x200. Mapatnpouvrar oo BAev-
voydvo Tng apuydalric debova AsupokuTrapa, KpUnTeg Kai TOMKES
e&eAkdioerg.
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(B) MeyaAdtepn aneikévion Twv B - Asupokuttdpwy x400.

pic adevotoun, otnv QTopivoAapuyyoloyikni KAIVIKA Tou
Noookopeiou pag and 1o Mdio Tou 2007 €wg Tov loUAio
Tou 2008. X1n peAeTn nepiAnpOnkav 9 naidid nAikiag pé-
xp! 14 7wV, Nou guPdvioav Ta KAIVIKG CUMNTWHATA Tou
ouvdpdpou. Ta cupnTWPaTa Kal Ta KAIVIKG eupripaTa €i-
val 0 UPNASG NUPETOG Pe NepIodikd xapakThpa (2-5 gdo-
pGdwv), ayvwoTou aiTiohoyiag, nou ouvodeleTal and
a@Bwdn otopaTimda, apuyyimda kar TpaxnAikni Aeppa-
devimida. E&aipébnkav and tn peAéTn naidid pe KUKAIKA
oudeteponevia. O epyaoTnplakdg éAeyxog nepiéAafe ye-
vikn afpatog kar T.K.E.

Ye6AaTa naidid nou nepIANPONKav oTn HEAETN €yive KAO-
oIk apuydalekToun kar adevotopr, Gnou UNMPXeE UNeP-
Tpopia. Ta xeipoupyikd napackeudopaTa oTdAdnkav yia
1oTohoyikn g&€raon, 6nou efeTdoOnKav PETG and xpwon
algaToEUAIVNG-NWOIVNG, VW EYIVE KAl OVOOOTOTOXNMIKOG
é\eyxoC yia Tov evioniond Twv T kal B AeppokuTrépwy’.

AnoteAéoparta

And Ta 9 naidid TG PEAETNG, Ta 5 ATav aydpia (55,56%)
kal Ta 4 kopiTola (44,44%). To eUpoG NAIKIWYV KUPaIVOTAV
and 2,5 éwg 5 €rn kal o péoog 6po¢ ntav 3,4 €. O ué-

AcBevii¢  ®Uho HAikia AM AA ExdnAwon Ynotponn Tou Aidpkeia Tou
XEIPOUPYEIOU Tou PFAPA nuperou (efdop.) nuperol (NPEPES)
1 K 2,5 + - 5 priveg 3 3
2 A 2,5 + - 1,5 xp6vo 3 4
3 K 2,5 + - 10 priveg 3 6
4 A 2,5 + - 1 xpévo 4 5
5 A 3 + + 8 unveg 2 3
6 K 4 + + 1,5 xp6vo 3 6
7 K 4 + - 3 xpovia 2 3
8 A 5 + - 4 xpovia 4 4
9 A 5 + - 4 xpovia 3 5
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(B) Meyalutepn aneikévion Twv T - Agugokutrdpwyv x400.

00G 6p0G TOU XPOVoU OIGPKEIAG TwY CUPNTWHATWY NpIv
TN xelpoupyikn engéufBaon nrav 18,78 priveq. H didpkeia
TOU NUPETOU NTAV 3 €w¢ 6 NPEPEC. 2€ MOOOOTO 66,7% na-
paTnpriBnke ota Naidid apOWONG oTopaTimIdq, TPAXNAIKNA
Aeppadevimida og nocooTd 100%, papuyyiTida o€ Nooo-
0706 66,7%, kolAlakd dAyog oe NocooTd 44,4% kal apBpaA-
yfa og noocooté 33,3%.

And Ta 9 naidid Tng perétng, Ta 8 (88,89 %) napouoia-
oav NARpPN anoucia cCUPNTWUATWY APECWE JETA TNV AJU-
yOahekToun. Xe éva naidi napatnpribnkav dUo eneicédia
NUPETOU PETA TO XEIPOUPYEIO, JE CUPNTWHATA NAPOUOIT

ME auTd ToU ouvdPOUOoU. To NPWTO €NEICOdIO €yive DUO
MNVEG Kal TO OEUTEPO ENTA PNVEG PJETA TO XeElpoupyeio. To
naidi auto éhafe oIPeTIdivn Kal €kToTe OgV NAPOUCIACE!
oupnTwpatoAoyia. Ta undhoina naidid pe PFAPA avéha-
Bav perd To xeipoupyeio, dnwg dAa Ta NaIdId PETG and
apuydaiekTouni. Xtov nivaka 1, ava@Epovtal AeNTOUEPWG
Ta Onpoypagikd oToixeid, Ta KAIVIKA onpeia kar n Bgpa-
nefa Twv NaIdIWy TNG HEAETNG pag. H e&€Taon Tou afpaTtog
KaTd TN OIdPKEIa TWY eNEICOdIWV ED€IEE AEUKOKUTTAPWON
(p.0.16.000/pl) pe avénon Twv NoAupopPonuUPRvVWY (U.0.
65%) kal auénpgvn TaxyTnTa kabiCnong Twy epubpwIv al-

TpaxnAiki ®apuyyimda ApBwdng Koiaké  ApBpimda MapakohodOnon  Ynotponn  Oepaneia
Aeppadevitida otopatimda  dAyog (pniveg) PFAPA A Co Gi

pera

XEIPOUPYEIO
e + A + 19 = S
+ 4 = = 17 +* FF
+ + + - 12 - + o+ 4+
+ + i + 15 - + o+ -
+ = 4 4 14 = FF =
+ - + - 8 - + + -
4 + A + 10 = + = A
+ + - - 8 - + + -
+ + = = 6 - + o+ -

A: avriBiotikd, Co: kopTikooTepoeidri, Ci: oiueTidivn
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IMiNnakas 2. KAINIKH AZ10A0THEH TOY XYNAPOMOY

MepioTaTikd Tuyypaéag ®ulo Aidpkela nuperol A@Bwdng oToparitida (%)
A K Hpépeg
96 Thomas et al 54 42 3,8 71
15 Galanakis et al 11 4-6 30
27 Licamelli et al 13 14 5 37
9 Wong et al 5 4 55,6
Berlucchi et al 4 1 4-5 40
9 AIKA pag eAETN 5 4 4,3 66,7

Moogalpiwv (h.0. 40mm/wpa).

H 1oToAoyIkA e€ETaoN Twv apuydaAwy nou agaipédnkav
and Ta naidid pe PFAPA £0€1e xapakTNPIOTIKEG aANOIW-
OEIGXPOVIAG APUYOAATIOAGC e AEPPIKNA, AepPOBUAAKIKA KAl
evooAeppoBuAakikn avoooAaoTikr unepnAaoia, og pepl-
KEG NEPINTWOEIG PJE EYKAEIOTA I0TIOKUTTAPA, EOTIEG iVWONG,
PAeyHOVWOEIG KPUNTEG KA KEPATIVO-
noinpévn Tpuyia (eikéva 1).

H 1oToMoyikn e€€Taon Twv adevo-
e1dwv ekBAaoTrioewv €de1&e alhoiw-
OEIG XPOVIAG PAEYHOVIAG.

Oow anokAeIopoU dAMwv voooAoyIKWY ovToTATwY. KAIvIKG
onpeia kal cupnTwpata nou Ba npénel va a&lohoynBouv
givar n nAikia pikpdTEPN TwV 5 ETWY, N NEPIODIKOTNTA TNG
NUPETIKAG Kivnong, PIkpd evOOOTOPATIKA EAKN, PapuUyYiTI-
da kail TpaxnAiki Aeppadevitida’. QoTéoo, napdpola ou-
MNTwHaToAoyia epavideTal kal oTnv KUKAIKA oudeTEPO-
nevia, énou OPWEG NapaTnpeital Kkai
NePIOBIKA NTWON TWV OUDETEPOPI-
Awv kadl N0 ouxvd KolAlakS dAyog
kal Sidppoiec’.

H Bepaneia Tou cuvdpduou gival

H avoooioToxnueia £deiée diatripn-
ONTNGAPXITEKTOVIKAGTWY APUYdAADV
ME napouoia anoTunwpdTwy B kar T
KUTTApwV, XWPIGOPwWS kANola eni pé-
PoUG avwpaAia. To kKEVTPo Tou Aep-
poBuiakiou, eival kahuppévo Baoikd
and B AepgokutTapa, evwy Ta T Aep-
(POKUTTaPA PaivovTal dIaTeETayUEVa
oTnv NepIPEpela (eIKOVeG 2, 3).

H d1dpKela TNG METEYXEIPNTIKAG Na-
pakoAouOnong riTav PeTa&l 6 kai 19
pNVAV (p.o. 12,11 pniveg). e 4 nal-
d1d n a§loAdynon €yive TNAEPWVIKG,
Aoyw peydAng anéoTaong Tou Ténou
kaTolkiag. Ta undéioina 5 naidid e&e-
TdoOnkav otnv kAiviki pia eBdopd-
Oa PETA TO XEIPOUPYEIO, META éva un-
Va KAl O€ TPEIG, €€ KAl OWOEKA PNVEG
META TO x€1IpOUpPYEIO.

H apuydalekTopn, pe N xw-
pPic adevoTtopn, ot diagpo-
PEC peAéTeC €xel Bpedei oM
diakonTel Ta eng166d1a ToU
PFAPA. Ta anoteAécpara Tng
HEAETNG pOC GUHPWVOUV PE
Tn S1€0vi BiAioypagia kai
ouvnyopouv unép TN¢ apu-
YOUAEKTOHNG yIa TNV QVTIHE-
T@MIon ToU guvdpopou

(PAPPAKEUTIKA KAl XEIPOUPYIKA. H ou-
XvVOTEPA EPAPPOLOPEVN PAPPTKEU-
TIKA aywyr nepihapBdvel xopriynon
prednisone n prednisolone sodium
phosphate oe d6on 1-2mg/kg kai
APKEl p1a kar pévo doéon yia va eni-
TeuxBei Upeon Tou NupeToU péoa o€
12-24 wpeq. Na 1o Adyo auTtd, noi-
Aof kAhivikoi naidiatpol Th Bewpouv
ka1 anédeiEn Tou ouvdpSpou’. H ou-
OTNHATIKA XoPriynon TNGKoPTICOVNG
€xel anodeixOei 611 dev npoAapBdvel
véa eneiood1a, aMd anevavTiag, eAaT-
TWVEI KAl TO XPOVIKS dIdoTNa ENa-
VEPPAVIOGNC ToU NUPETOU™ . LUppw-
va PE KAIVIKEG DOKIMEG, N xopriynon
AVTIPAEYHOVWOWY Kal avTIRIOTIKWY
EXel apPIAeyOpEVa anoTeAéopaTa.
H oipendivn, avraywviotns twv H2
UNoOOXEWV TNG I0TAPIVNG, XPNOIJO-

YulATnon

To ouvdpopo PFAPA npooopolddel Ye VOORUATA Mou
npokaAoUv neplodiké NUPETS, ONWG N KUKAIKA OUdETEPO-
nevia, o olkoyeving Meooyelakdg NUPETOG, To oUVOPOUO
NG D unepyappaopaipivalyiag, n véoogtou Behget, n ve-
aviki peupaToeldng apOpiTIda Kal 0 AUTOOWUATIKOG ENI-
KPATAC OIKOYEVAG NUPETEC™. H BIdyvwon Tou yiveTal ué-

nolgitrar otnv KAIviki npdé&n pe NoAd kaAd anoteAéopara
og d6on 20-40mg/kg npepnoiwc .

H apuydalektopn, pe 1 xwpic adevoToun, og dIAPOPES
MEAETEG €xel PpeOel OTI diakdnTel Ta eneloddia Tou PFAPA
kal auté @aivetal otov nivaka 2***’. Ta anoteAéopata
NG HENETNG pAG CUPPWVOUV pe Tn diebvi BifAloypagpia
KAl ouvnyopouv UnNEP TNG APUYDTAEKTOUNG yIa TNV avTI-




KAI TA ATIOTEAEZMATA META AMO AMYTAAAEKTOMH XE 6 MEAETEZ

TpaxnAikn Aeppadevitida (%) ®apuyyimda (%)

ApuydaAekTopn - AdevoTtopn

Ynoxwpnon cupntwpdrwv (%)

82 69 + 63,6
80 100 + 100
52 55 + 96
88,9 100 + 100
100 100 + 100
100 66,7 + 88,9

HETWRION Tou cuvdpSpou'™'.

O pbéhog TG aPaipeong Twv apuydahwy oTnv Upeon
Kal eEAAIPN Twv ocupNTWPATWY Tou PFAPA dev €xel ako-
ua anoca@nvicei''. Yndpxouv evOelEeIc 4TI To oUvdpo-
MO €fval anoTéAecpa avooohoyikig andvrnong Nou Yev-
vATal 0To apuydaAikd napéyxupa, dedopévou 6T uévo n
adevoToun dev éxel kavéva anotéheopa'®’.

H avoooiotoxnueia avadeikvUel Tnv napouoia T kai B
AEMPOKUTTAPWY, XWPIGOPWEG DIATAPAXEGOTNY APXITEKTOVI-
KA Twv apuydaAWyY Kal ol IOTOAOYIKEG EEETAOEIG ival CUp-
BaTég pe TNV eIkdGva TNG xpodvia apuydaAiTIdag.

Summary

Surgical results and histological findings in children
with PFAPA syndrome (Periodic Fever, Aphthous
stomatitis, Pharyngitis and cervical Adenitis) after
tonsillectomy

Koudoumnakis E', Peridis S', Koustenis P', Vardonikolaki
A', Kouddounarakis L', Margaritis N', Houlakis M', Stefa-
naki K’.

'Department of Otorhinolaryngology Head and Neck Sur-
gery, “Aghia Sophia” Children’s Hospital, Athens
’Department of Histopathology, “Aghia Sophia” Children’s
Hospital, Athens

Purpose: The aim of our study was to evaluate specif-
ic histological findings in children with PFAPA syndrome
after tonsillectomy and to assess the degree of improve-
ment of symptoms after tonsillectomy with or without ad-
enoidectomy.

Materials and Methods: This is a retrospective study
conducted at “Aghia Sophia” Children’s Hospital (Athens,
Greece), from May 2007 since July 2008. Nine children
were recruited into this study. Inclusion criteria were pa-
tients with defined diagnostic criteria for PFAPA syndrome
till 14 years of age undergoing tonsillectomy with or with-
out adenoidectomy.

Results: Nine children met our inclusion criteria in the
PFAPA group out of which 5 were male (55,56%) and 4
were female (44,44%) with ages ranging between 2,5-5
years at the age of surgery (mean 3,4 years). The length
of follow-up ranged from 6 to 19 months. Eight out of 9
patients (88,89%) had complete relief from symptomsim-
mediately after surgery. The histological and immunohis-
tochemical examination revealed features of chronic ton-
sillar inflammation.

Conclusions: No specific findings were observed in the
tonsils of PFAPA patients; no differences were found in
tonsillar histology between PFAPA and chronic tonsillar
inflammation.

Key words: PFAPA syndrome, tonsillectomy, histology, chil-
dren.
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