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H0.M. AHpgpeiunn?, 1.B. Xopyxuii?, K.A. MpoynimnH?
CHUHIPOM PFAPA

TepHONINbCbKMIA HaLiOHa/TbHUIA MeauYHWiA yHIBepcuTeT iM. |.A. FfopbayeBCcbKoro,
2TOB MeguyHuin ueHTp «/TOPIME»

Sk csidyamb OaHi simepamypu, cuHopom PFAPA —
rnepioduyHa 2apsidka 3 moH3u10¢hapuHaimom, aghmo3HUM
cmomamumom | WuldHUM 7imMghadeHimom — sriepwie ornu-
casu B4eHi G.S. Marshall et al. y 1987 p. Ljeli cuHOpom €
rnowupeHuM asmo3sanasbHuUM possiadom y dimed, ane
mpan/sisiemsCsi i 8 00POC/IUX, y 6a2ambOx YacmuHax csimy.
Mozo emionozisi i namozeHes we He 3'sicosaHi. Tpusae
rMowyK | yOOCKOHa/1IeHHS 0iagHOCMUYHUX Kpumepiis.

Ha cb0200HIi BuKopucmosytoms cmaHoapmu3oBaHi
cxeMu JliKyBaHHS1 XBopux: 1) HecmepoioHi npomu3anasibHi
npenapamu, 2) FKC-abopmusHa mepariisi, 3) KosxiyuH abo
yumemuouH — rnpogisiakmuyHa mepariisi, 4) MoH3uU/1EKMO-
Mmisi — XipypaidHuli Memod. O0Hak mpar/isiombCs peyuou-
BU 3aXBOPHOBAHHSI.

Knrouosi cnosa: cuHopom PFAPA, nepioduyHa 2apsiy-
Ka, moH3usoghapuHaim, aghmo3Hli cmomamum, wutiHul
JslimegbadeHim, crnocobu /liKyBaHHS.

CwuHgpom PFAPA (Syndrome of periodic fever, aphthous
stomatitis, pharyngitis and adenitis) — nepioguyHy rapsiuky
3 niMmcpageHiToM, TOH3UTIO0APUHIITOM Ta atpTO3HMM CTO-
MaTuToM — Bneplle onucasim G.S. Marshall et al. y 1987 p.
ABTOpM HaBenu CnifibHi CUMNTOMW Yy NauieHTIB (panTose
NiABULLIEHHA TeMneparypu Tina, 03Ho6, 6inb Yy ronosi, ad-
TO3HUI CTOMATWUT, LWWIAHWIA NiMpafeHIT), SKi BUHUKaIN
yepes KOXHi 4-6 TVXK NPOTATOM KiflbKOX POKiB, 3 TPUBANICTHO
opgHoro enizogy 3-5 Ai6. He3HauHwii neikoumTo3 i nigsu-
weHHA LUOE 6ynn eanHMy NabopaTtopHUMN BigXUIEHHS-
MU KPOBI, CMINIbHUMK 418 LMX XBOPUX Nif Yac Hanagy ra-
psukn. [Na YCYHEHHSI CUMNTOMIB BUKOPUCTAHO NPeaHi30-
JIOH, WO nokasas BigMiHHI pe3ynbtaty [1]. MNowmnpeHHs Ta
eTioNorif CUHAPOMY 3a/IMLIAKTLCA HE BiZOMUMN. 3a AaHu-
MW CKaHOMHABCbKOIo AOCNIMKEHHS [2], 3aXBOPIOBaHICTb
cTaHoBWTb 2,3 Ha 10 000 giteii.

TpmnBae NoLyK i B4OCKOHA/IEHHA AiarHOCTUYHMX KpuTe-
piiB cnHapomy PFAPA. 3rigHo 3 HaBefeHOoto iHhopmaLieto
[1], cnHapom PFAPA nowvpeHuin cepep, aiteit B 6aratbox
YyacTMHax CBiTY. 3a3Buyaii BiH NMOYMHAETLCA Y Bl A0 5
pokiB. Eni3oan NOBTOPIOKOTHLCA YaCTO 3 BPaxKakuow pery-
NAPHICTIO. Y XBOPUX BUABMAIOTL 3anasibHi 3MiHW KPOBI,
36inbLeHHs piBHs C-peakTMBHOro Gisika i CMpoBaTkOBOro

aminoigy A, iHoA4I MOXYTb 3'ABNATUCA Giflb Y XXMBOTI, HY40-
Ta Ta Miasrii. Mix enisogamu rapsykin nauieHT, sk npasuno,
noYyBa€eTbCSA 340POBMM, Oro PIiCT | PO3BMTOK BiAMNOBIAAOTb
BiKOBIn HopMi. O6i3HaHICTb Nikapis i3 cuHapomom PFAPA
€ K/TYOBUM AN151 HAAAHHS NaUieHTy aleKBaTHOrO JliKkyBaH-
HA Ta YHUKHEHHSA NMOMWJIKOBOI diarHoCTmku [3].

Mogi6HI KNiHIYHI 03HaKK crnocTepirasinck i B OPOCInX
nauieHTiB BikoM nicsis 16 pokis. ABTopu [4] HaBenun Habip
KNIHIYHUX [iarHOCTUYHUX KpUTepiiB ansa cuHgpomy PFAPA
y [OPOC/MX: NOBTOPHA rapsiuka, eputemMHuii papuHriT ta/
abo WWiiHWIA NiMgIadeHiT, NigBULEHHS PiBHA MapKepiB 3a-
nanenHs (LLOE, nelikoymTos, C-peakTUBHUIA BINOK) Nig vac
Hanagis, iHTepBaIM M enizogamy 6e3 cumnToMmiB. Y fo-
CNipKeHHA BKOUMNN 74 pnopocnmx (Big 16 o 26 pokis) i3
aiarHozom «CuHgpom PFAPA> (BignoBigHO A0 neaiaTpuy-
HUX AiarHOCTUYHUX KPUTEpIiB, AKi BUKOPUCTOBYBa/IUCSA Ha
TOW MOMEHT), | 62 NaLjEHTIB 3 rapsYKO0 HEBIAOMOI eTiON0-
rii [4]. BapTo 3a3HaunTy, WO addTO3HWIN CTOMATUT HE BHe-
CEHO 10 AiarHOCTUYHUX KPUTEPITB 158 JOPOCANX NALIEHTIB.

BopgHouac i3 eBponencbkMMU BYEHNMU Haf, YL, 0CKOHa-
NIEHHAM fiarHOCTUYHUX KpuTepiiB cuHagpomy PFAPA npa-
LtoBaIM i ANOHCBKI JocnigHvKn, Y cepnHi 2019 p. 6ysno
ony6/1ikoBaHO pe3ysibTaTyi 6araToLeHTPOBOro AOCNIIKEHHS,
B IKOMY B35/10 y4acTb 257 nauieHTiB i3 PFAPA. JocnifxeH-
HA TpmBann 3 kBiTHA 2000 no keiTeHb 2018-ro. bByso Bu-
SAB/IEHO NiABULLEHI PiBHI iIHTEepd)epOoHyY-Y B CMPOBATLL KPOBI
i nomiTHY ekcnpecito CB64 Ha HeiTpodinax nig yac 3aro-
CTpeHb. Takox piBeHb iMyHOrNobyniHy B y cupoBartLi kpo-
Bi 6yB BMCOKMM Yy 72 i3 199 06CTeXeHnx nauieHTis. Bia-
HOCHO TaKTVKM JliKyBaHHS, TO NepopasibHWiA [1I0KOKOPTUKO-
ig 6yB HaA3BMYaAHO €PEKTUBHMM Y BCiX XBOPMUX, a
unumeTnanH —y 51,6 % [5]. OTxe, ANOHCLKI BY4EHi Nornnom-
v nabopaTopHy AiarHOCTHKY LibOro CUHAPOMY Ta BUSBUN
HOBI KpUTepii.

Migxoon 0o nikyBaHHA cuHgpomy PFAPA noginsioTe
Ha KOHcepBaTuBHI Ta XipypriyHi.

Y kBiTHI 2020 p. 6yno ony61iKoBaHO HANHOBILLI KOHCEH-
CYCHI nnaHu nikyBaHHA nepioanyHoi rapsykm PFAPA. Hapg
HVYMW npavoBas ANbsHC AOCAIMKEHb ANTAYOr0 apTpuTy Ta
pesmatonorii (CARRA) pobouoi rpynu PFAPA, sika ckna-
Janacsa 3 oUTaunx peBMaTosioris, iHPEKLIoHICTIB, asiepro-
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noris/imyHonorie Ta oTonapuHrosiorie. byno 3gilicHeHo
OOLUMPHWIA OrNsAA NiTeparypu, a NoTiM ONUTYBaHHS Mpak-
TUYHKX JliKapiB 4N oujiHKK 1X goceigy. PoboTta TpuBana 4
poku, 3 2014-ro no 2018-nii. ABTOpU po3pobunn ctaHaap-
TMU30BaHi CXeMWU JliKyBaHHS XBOpUX i3 cuHgpomom PFAPA.
YBasi cnifibHOTU nikapis 6y/10 npeacTaBneHo 4 meToam
NikyBaHHA: 1) HecTepoigHi NnpoTusanasnbHi npenapatu,
2) F'KC-abopTmBHa Tepanis, 3) KonxiuMH abo uumMeTnanH
— npodpinakTnyHa Tepanisi, 4) TOH3WIEKTOMIS — XipyprivyHuii
meTog, [6].

Hawly yBary npusepHy/ia ofgHa ykpaiHcbka nyo6rikavis,
B AIKili HABEAEHO AaHi NPo paavkasibHe JliKkyBaHHS NaLieHTIB
i3 nepioguyHolo rapsiukoro PFAPA. ToH3unekTomito 6yno
BMKOHaAHO 216 AiTam i3 peunanBHuM TOH3uUNITOM. Cepep,
HUX e 6 nayieHTis (3,3 %) manu cuHgpom PFAPA. diar-
HOCTYBaHHS OCTaHHLOrO Gy/0 34iMCHEHO 3a A4OMOMOro
3a3gavierigb po3pobneHol aHkeTn Ta KputepiiB Thomas
(kpuTepii 1999 p.) [7]. NMoBHE 3HMKHEHHA (hebpunbHUX
eni3ofiB yepes pik nicnsa onepawii 3a3Ha4eHo B N'ATU BU-
nagkax PFAPA-cuHapomy. B ofHiel gutnuHn 36epernmcs
enisoan thebpunbHOT Temneparypu, ane iHTepBaa Mix
enizogamu 3pic 3 26 oo 90 ai6. Uncno BMnaakis iHeKLin
BEPXHIX ANXasIbHUX LWNSAXIB B Ljid rpyni 3MeHwunnocs 3 9,5
0o 0,7; kypciB aHTnbakTepiinHoi Tepanii — 3 10,3 go 1,4;
KiIbKICTb [HIB, NPOTATOM SKUX OUTUHA He BigBigyBasia
LUKONYy/CcaflouoK Yepes 3axBOpHOBaHHA ropna — 3 68,4 1o
14,8 [7]. ABTOpKa Aiiiluna BUCHOBKY, LLO TOH3WU/IEKTOMIS
BusABMMacs e(peKTMBHUM METOAOM MiKyBaHHS AiTEN i3 CUH-
npomom PFAPA.

Y 2014 p. Buiiwna ctarTa y xypHani Clinical Immuno-
logy, y sikiin 6yn10 onncaHo K/iHIYHY Ta reHeTUYHY XapakTe-
pucTuky Bunagkis PFAPA B 0f4HOMY 3 MeAUYHUX LEHTPIB
AnoHii. Y gocnigpkeHHi 6panu yyacTb 9 nayjieHTiB (cepeaHiii
Bik 26 pokiB 8 MicALiB, 6 YO/OBIKIB | 3 XiHKW) 3 aBTO3anasib-
HUMK po3nagamu. BcTaHOBNEHO 36iMbLUEHHS PiBHIB Neii-
KouuTiB i C-peakTMBHOrO 6isika B KPOBI Mig yac dasu rapsy-
kn. PiBHI TNF-a Ta IL-18 y cupoBarTLi KpoBi 6ynu nigsule-
Hi npoTarom nepiogis 6e3 Hanagy rapsayku Ta nig yac
Hanazy, NOpPiBHAHO 3 KOHTPO/IEM. PiBeHb iHLIMX LUTOKIHIB
(IL-1pB, IL-1 ra, IL-6 Ta STNFR1) nigsuLLyBasca nmile nig,
yac hasm Hanagy. 3acTocoBaHuii y 8 XBOpUX NepopasibHUI
NpPeHi30M0H LUBUAKO YCYHYB rapsiuky. TOH3WIEKTOMISA, fika
6yna BMKOHaHa y M'ATV NaLieHTiB, y YHOTUPbOX NpusBena o
NMPUNVHEHHA eni3ofiB rapsAyki. B ogHoMy Bunagky 3 rno-
BTOPIOBaAHUMW Hanazamu rapsadky nicais TOH3UNeKTOMIT
cnocTtepiraniocst 306i/bLEHHA PiBHA MOHOUMTIB Ta IL-1 3.
ABTOpPY AIALAN BUCHOBKY, O SAMOHCLKI MaLiEHTU i3 CUH-
npomom PFAPA MOXyTb Matu NopyLUEeHHSA perynsauii LmTo-
KiHiB BHaCNifOK eKcrnpecii reHiB, MOB’A3aHKX 3 aBTo3anasib-
HVYMUK po3nagamu [8].

O6CTexXeHHA 15 XBOpUX Y MeAUYHOMY LeHTPI AnoHii
cBigyaTb Npo Te, WO Y HUX NopyLUeHa NPOAYKLIS MOHOLW-
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Tamu IL-13 [9]. Mpo ue gewo paHiwe (y 2006 p.) Hanucam
amepuKaHcbKi imyHonorun [10]. BoHn BM3Ha4aum cvpoBsar-
KOBi Ta BHYTPILLUHLOKMITUHHI PIBHI UUTOKIHIB ¥ 8 maujieHTiB
(cepegHili Bik 8 pokiB) NnpoTaromM nepiogy 6e3 cMMnTomiB, y
nepi 6-12 rog ta yepes 18-24 rog nicns nNigBULLLEHHA TEM-
neparypwv Tina. ABTopv NpuiALLAM A0 BUCHOBKY Mpo 36iMb-
LWEHHA YMcna npos3anasibnux Meaiatopis, HaBiTb MK Ha-
nagamm rapsiyuku, WO CBiAYUTb NPO NOPYLUEHHS perynsuii
iMyHHOT BiAnoB.igi npy cuHapomi PFAPA 3 NOCTIlHOW akTy-
BaLlieto Mpo3anasibHUX LIUTOKIHIB | 3HMKEHOK npoTu3anasib-
HO0 BiANOBIAAH0. ABTOPY LALLM BUCHOBKY, LLIO LIUTOKIHOBUIA
npodpinb npu cuHapomi PFAPA cBigunThL Npo Tpusase 3a-
MauleHHA Ta 3HWXKEHY npotusanasibHy Bignosigs [10].

OfHMM i3 HaNHOBILIMX OOCNIAKEeHb NaToreHesy CUH-
ApoMy NepiofnyHOI rapsykn € poboTa TerepaHCbkux yye-
HWUX, SKi NpoaHanizyBajin reHoM XBOPUX 3 MepiognyHOI
rapsiukoro i BUABUAW NOIreHHWUI po3nag, i BHYTPILLIHbOK/II-
TUHHI BiSIKV iIHdbNaMMacoMK, SKi € KOMNOHEHTaMU BpOxe-
HOro IMyHITETY Ta aKkTuBYIOTb iHTepneiikiH-1b (IL-1b) Ta
IL-18, yepes Lo i 6epyTb yyacTb y natoreHesi PFAPA [11].

B opHiin 3 ny6nikauyiii HaBegeHO KOMMIEKCHWI NOLLYK
niTeparypu npo cuHgpom PFAPA 4yepe3 KoKpeiHiBCbKY
6ibnioTeky, 6a3un gaHnx Scopus i MEDLINE/PubMed i npo-
aHasi30BaHO OTpMMaHi faHi. 3po6/1eHO BUCHOBOK, LLIO Hali-
6iNbLL peneBaHTHO FNOTE30H0 A8 NaToreHesy € Te, Lo
Hepery/siboBaHa iMyHHa cucTemMa B FeHEeTUYHO CXWJIbHOI
NIOAVHW pearye Ha Lie HeBigoMui Tpurep y HaaMIpHWUiA
cnoci6. AHani3 pogoBoAy XBOPUX CBIAYNUTbL NPO reHETUYHE
MOXOMKEHHS rapsiukM 3 aBTOCOMHO-AOMIHAHTHUM TUMOM
ycnagkyBaHHs. [ns nikyBaHHS 0f4HOpa30Ba [j03a KOPTMKOC-
Tepoigis nig yac Hanagis i TOH3UNEKTOMISA 3aMLLIAaTbCA
HaliepeKTUBHIWNMN MeToAaMu, ToAi SK KONAXIUWH € nep-
CNEKTUBHUM BapiaHTOM /151 3MEHLLEHHS 4acToTN HanagiB.
Y cuHgpomi PFAPA 3anvwaloTbCs HEBUPILWEHUMW Taki
NUTaHHA, KK TOYHWI eTionaTtoreHes i reHeTUYyHa OCHOBA,
YOMY 3anasieHHss 06MeXyeTbCsa NIMAOIAHOK TKAHUHO
POTOIOTKU, NPUYMHM YaCcOBOI perysisipHOCTi Hanagis i camo-
06MexeHHs nepebiry 3axBoproBaHHs [12].

OnucaHo peungus cuHgpomy PFAPA 'y xnonusa 17 po-
KiB Micns TOH3WNEKTOMIT 3 NpMBoAY LbOr0 CUHAPOMY. Y
HbOrO crocTepirasiaca pemicia npotarom 3 pokis nicns
ornepaTuMBHOIo BTPyYaHHs, a nisHille 6y/10 BUABMIEHO MyTa-
uito reHa MEFV (Familial Mediterranean Fever Gene), konu
XBOpo6a peunansysana. BiH go6pe BignoBiB Ha NiKyBaHHS
KONXiUMHOM nif, Yyac peumamsy. ABTOpPU NpUNycKarTb, L0
dhakT peumamnsy XBOpo6U Nic/is TOH3UNEKTOMIT CynepeyunTb
rinoTesi npo Te, WO Tpurep abo iMyHHa Aucperynsuis B
natoreHesi PFAPA 3HaxoasaTbecsa B Murgasinkax [13].

Y HaliHOBILLI/ cTaTTi PO ePEKTUBHICTL TOH3UIEKTOMI,
AartoBaHii 18 BepecHs 2022 p., 6yn0 npoaHasnizoBaHo ic-
Topii XBOpo6Y 266 nauieHTiB i3 cMHapomMoMm PFAPA nicns
TOH3UNEKTOMII. 3a AOMOMOroK TenedOHHOro IHTEepPB'o Ta



iHWKX meToAiB 6yno 3achikcoBaHo Ta npoaHanisoBaHoO
nepeaonepaLwiiiHy Ta nicnsonepawiiHy KifbKiCTb i TSXKKICTb
Hanagjs i 3aranibHy 3a,0BOJIEHICTb OnepalLiieto. 3po6/1eHO
BMCHOBOK, LU0 TOH3WIEKTOMIS € e(DEKTUBHUM [OBrOCTPO-
KOBUM METOAO0M NiKyBaHHA cuHapomy PFAPA 3 NoKa3HUKOM
ycniwHocTi 83,27 % [14].

HaBoanmo BriacHe KNiHiYHe CNOCTEPEXEHHS.

Y meduyqHuli yeHmp 38epHysiacsi Mamu 3 X/10M4UKOM
B., 4 pokis, 3i Ckapaamu Ha niosuweHy memrepamypy mina
00 pebpusibHUX yughp (38-39 °C), oOHopazosy 6/11080My;
1o3umusHO20 pesy/ibmamy 8i0 XapOo3HUXYBa/IbHOI mepa-
nii He 6y/10. 3axBoproBaHHS No4asioch 2 OHi momy. JumuHy
myp6yBasiu 3a2asibHa ciabicms i He3Ha4yHuUl 6i/ib y 20p/ii,
6e3 ympyOHeHHs KOBMaHHs. 3axBoproBaHHs Mo4yasaocs
panmoso 3 nioBUWEeHHs memrepamypu ma He30yXaHHS.
3i cnig mamepi, nonepeodHil enizod 3 I0eHMUYHUMU CKap-
2amu 6ys micsiyb momy. Todi dumuHa nepebysasia Ha Bi0-
MOYUHKY | nompariusia 00 Micyesozo /ikaps, sikuli diagHoc-
mysas 2ocmputi moH3u/1im U npu3Ha4us aHmubiomukome-
pariito (aMoKcuksias), sika HeCymmeso Bri/IUHy/1a Ha rnepebia
3axBoprOBaHHSA, CUMIMOMU 3HUK/IU 3@ 5-6 0i6. Takox
ompumas HiMecus1 o % nakemuka 3 apo3HU)XyBa/IbHOK
ma rnpomusarnasibHo Memoro, Ha (YOHI IK020 memriepa-
mypa y OUMUHU 3HUXYyBa/1acb 00 HOPMU Ha 5-6 200.

O6’eKMUBHO: X/10MYUK 00CMamHb020 XUB/IEHHS, i-
3u4HUl PO3BUMOK CePeOHill 2apMoHiliHuli, HepBoBO-Ncu-
Xi4HUll po38UMOK Bidnosioae BiKy, Maca mina 16 ke, 3picm
109 cm. 3azasibHuli cmaH cepedHbol MsXXKocmi, memre-
pamypa mina 38,8 °C. LUkipa 2apsida Ha 0omuk, 6/1i00-
poxesa, 38udaliHOl 80/1020CMI, KiHUIBKU XO/100HI, BUOUMI
C/1U308i 060JIOHKU POXEBI, 3HUXEHOI Bo/1020CMi. 3a0Hs
CMIHKa 2/10mku 2irnepemosaHa, nyxka, Mu2oasiuxku 36i/1b-
WweHi, 3 6i/1UM Ha/1IbOMoM, SI3UK MAaKOX i3 2yCmumM Haslbo-
MOM IPU KOPEHI, € 8i06UMKU 3y6i8. [JuxaHHS HOCOM Bi/IbHE.
riowenenHi niMghosy3/1u 36i/1bLWEHI 00 2 CM, PyXOMi, 0ewj,0
60s104i. AYCKy/ibmamusHO OUXaHHSI Be3UKYy/isipHe, 35/X8.
Cepyebummsi pummiyHe, maxikapoisi, 142/xs. XKusim npu
nansnayii m’sikuli, He 6osr4ul. HuxHIG Kpal nedviHku Ha
2 cM HUXXYe pebepHoi dyeu, 2cocmpull. CenesiHka He 36i/1b-
weHa. Bunopo)HeHHs1 He nopyweHi.
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HanepedodHi sizumy: 3azasbHUll aHasli3 Kposi 3 nio-
paxyHKoM ¢hopmMysiu ma aHasliz cedi — 6e3 BiOxusieHb Bi0
HopMmu. Y3/ niMchoBy3/1i8 — ex0-03HaKU niow,e/1ernHor 1im-
hadeHonamii, ¥3/[ opaaHis 4epesHOI MOPOXHUHU — 6e3
rnamosio2iyHux 3miH. Cmpernmomecm y 0eHb 027150y rneoi-
ampom — HezamusHul. AHasi3 Kposi Ha CPB — y0Bidi
6inibwe Hopmu (11 MMo/ib/1), pesmamoioHuli hakmop ma
aHmucmpernmosi3uH 8 HOPMi.

Bpaxosytodu 0aHi o6cmexxeHb, diaeHoCmOoBaHo repio-
OUYHY 2apsiuKy, mobmo cuHopom PFAPA. lNpu3HayeHo
cumMnmomMamuy4Hy mepario ma csidky pekmooesibmy
(v nepepaxyHky Ha npedoHi30/10H — 2 Ma/Kk2) 0OHOPa308o0.
SK Hac/1i0oK — CUMIMMOMU 3HUK/IU. Y nepiod pemicii dumu-
Ha 6y/1a NPOKOHCY/IbmoBaHa OuMsHUM OMOPUHO/IaPUHE0-
J1020M: C/1U308a 060/10HKa 3a0HbLOI CMIHKU 2/10MKU POXesa,
Mu20a/IuKu einepmpoghosaHi, 6e3 Ha/lbomis, 13Uk Yucmud.
lpu3sHauyeHoO Kypc piziomepanesmuyHUX rnpoyeoyp —
my6yc-ksapy, 3i8y Ne 5. [pome uepes 21 deHb nic/sl no-
nepeoHb020 eri3ody 2apsiyka Mosmopusiach, X/10N4uKa
myp6yBsasiu ckapau Ha 6i/ib y 20pi, MNiOBUWEHHS meMre-
pamypu mina 0o hebpusibHUX Yughp, 3a2asibHE HE30yKaH-
HSA. Busig/ieHo inepemito 3a0HbOI CMIHKU 2/10MKU, Ha/Ibomu
Ha muzdanukax, WuliHy nimghadeHonamiro. bys10 8Be0eHO
pekmooesibm y mili e 003i, CmaH Cymmeso noKpauwjuscs,
oumuHa odyxasa. | 3HoBy eni300 2apsiyku 3 i0eHMUYHUMU
cumnmomamu nosmopuscs 4epes 20 0i6, 00 BULeBKa3aHUX
ckapea 00€edHaslucb aghmo3HuUli cmomMamum, HeXums,
ympyoHeHe Hocose duxaHHs. lpome ybo20 pasy cmaH
MoKpauwjuBcsi 6e3 BUKOPUCMAaHHS 2/TOKOKOPMUKOCMepoiois,
a /iuwe 3as0siKu HecmepoioHOMY rnpomusanasibHoOMy rpe-
napamy i6yrnpogeHy.

Taknum 4nvHOM, cuHApom PFAPA BMSBNEHO B AiTei i
pigle B AOPOCAUX Yy pi3HMX KpaiHax. BiH nposiBNseTbcA
nepioguYHNM rapsiukoBMM CTAHOM 3 SIBULLLAMUW CTOMATUTY,
TOH3MOaPUHTITY | LWIMAHOTO NimchageHiTy Ta Ao6pe nia-
[aeTbCa NiKyBaHHIO NPeAHi30/I0HOM i HecTepoigHUMY
npotusananbHUMM 3acobamn. OfHak eTionoris i natoreHes
LibOro 3axXBOpOBaHHA NOTPeBYe NOrMGIEHOT0 AOCIIKEH-
HS.

3. Rydenman, K., Berg, S., Karlsson-Bengtsson, A., Fasth, A.,
Wekell, P. (2019). PFAPA syndrome — An important differential
diagnosis in children with recurrent fever. J. Lakartidningen, 116. https://
pubmed.ncbi.nim.nih.gov/31661147/

4. Cantarini, L., Vitale, A., Sicignano, L. L., Emmi, G., Verrecchia, E.,
Patisso, I., ... & Manna, R. (2017). Diagnostic criteria for adult-onset
periodic fever, aphthous stomatitis, pharyngitis, and cervical adenitis
(PFAPA) syndrome. Frontiers in Immunology, 8, 1018.

3(109)2022 IHOEKLITHI XBOPOBU

65



66

ornagn TA NEKLIT

5. Takeuchi, Y., Shigemura, T., Kobayashi, N., Nagumo, H.,
Furumoto, M., Ogasawara, K., ... & Agematsu, K. (2019). Clinical
features and new diagnostic criteria for the syndrome of periodic fever,
aphthous stomatitis, pharyngitis, and cervical adenitis. International
Journal of Rheumatic Diseases, 22 (8), 1489-1497.

6. Amarilyo, G., Rothman, D., Manthiram, K., Edwards, K. M.,
Li, S. C.,Marshall, G. S., ... & Lapidus, S. (2020). Consensus treatment
plans for periodic fever, aphthous stomatitis, pharyngitis and adenitis
syndrome (PFAPA): a framework to evaluate treatment responses from
the childhood arthritis and rheumatology research alliance (CARRA)
PFAPA work group. Pediatric Rheumatology, 18(1), 1-7.

7. Levytska, S. A. (2017). PFAPA syndrome in children: remove
or keep tonsils? Neonatology, surgery and perinatal medicine, 7,
2(24). http://neonatology.bsmu.edu.ua/article/view/2413-4260.
VI1.2.24.2017.5

8. Kubota, K., Ohnishi, H., Teramoto, T., Kawamoto, N.,
Kasahara, K., Ohara, O., & Kondo, N. (2014). Clinical and genetic
characterization of Japanese sporadic cases of periodic fever, aphthous
stomatitis, pharyngitis and adenitis syndrome from a single medical
center in Japan. Journal of clinical imnmunology, 34(5), 584-593.

9. Kally, L., Busso, N., von Scheven-Gete, A., Bagnoud, N., Moix, I.,
Holzinger, D., ... & Hofer, M. (2013). Periodic fever, aphthous stomatitis,
pharyngitis, cervical adenitis syndrome is linked to dysregulated

PFAPA SYNDROME

Yu.M. Andreichyn?, I.V. Khoruzhyi?, K.D. Protsyshyn?
!|. Horbachevsky Ternopil National Medical University,
2LC Medical center «LORIMED»

SUMMARY. According to the data of the literature,
PFAPA syndrome — periodic fever with tonsillopharyngitis,
aphthous stomatitis and cervical lymphadenopathy —
was first described by scientists G.S. Marshall et al. in
1987. This syndrome is a common autoinflammatory
diseases in children but also occurs in adults in many
parts of the world. Its etiology and pathogenesis have
not yet been clarified. The search and improvement of
diagnostic criteria is ongoing. Today, standardized
treatment regimens for patients are needed:
1) nonsteroidal anti-inflammatory drugs, 2) abortive
therapy during episodes with glucocorticoids,
3) prophylactic therapy with cimetidine or colchicine,
4) surgical therapy with tonsillectomy. However, relapses
of the disease occur.
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