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AnHomayus. CuHOpom PFAPA (nepuoduueckasi auxopadka, agpmosHbwlli cmomamum,
¢apuHezum u weliHblli adeHum), uau cuHdpom Mapwanana, s6agemcsi Haubosee
pacnpocmpaHéHHoU npuyuHol nepuoduyeckoll auxopadku y demeil. CoepemeHHble N00x00bl K
mepanuu 8KJAKYAKM CUMNMOMAMUYECKOe JeYeHue C NPUMEHEHUEeM 2/10KOKOpmMuKkoudos,
npogusakmuyeckoe UCno1b308aHUe KOAXUYUHA U, NpU He3gpekmusHocmu MedukameHmo3HoU
mepanuu, hpogedeHue MOH3UAAIKMOMUU. B cmambe npedcmasseHbl cospemeHHble daHHblEe 0
namoezeHe3e, QUA2ZHOCMUYECKUX Kpumepusix, d makxi#ce CpagHUmeibHasl oyeHka agogoekmugHocmu
KOHCep8amugHbuIX U Xupypauuyeckux memodosg seveHus.. Ocoboe HUMaHUe ydesneHO 8blbopy
J1e4e6HOl maKkmuKu npu XxpoOHUYECKOM MOH3UAAUMeE, ACCOYUUPOBAHHOM C CUHOPOMOM PFAPA.

Knawuesswle caoea: cundpom PFAPA, cundpom Mapwanna, xpoHuveckuli moH3uAaum,
demu, MOH3UAAIKMOMUS, KOAXUYUH, KOpPMUKOCMepouadbl.

Annotatsiya. PFAPA sindromi (periodik isitma, aftoz stomatit, faringit va bo‘yin limfadeniti),
yoki Marshall sindromi, bolalarda periodik isitmaning eng ko‘p uchraydigan sababi hisoblanadi.
Zamonaviy davolash yondashuvlari simptomatik terapiyada glyukokortikoidlar qo‘llash, kolxitsin
bilan profilaktik davoni o‘tkazish hamda dori vositalari samarasiz bo‘lganda tonzillektomiya
bajarilishini oz ichiga oladi. Maqolada PFAPA sindromi bilan bog‘liq surunkali tonzillitda
patogenez, diagnostik mezonlar hamda konservativ va jarrohlik usullarining samaradorligini
solishtiruvchi ma’lumotlar keltirilgan. Shuningdek, bolalarda ushbu sindrom bilan bog'liq
surunkali tonzillitni davolash taktikasi tanlashga alohida e’tibor qaratilgan.

Kalit so‘zlar: PFAPA sindromi, Marshall sindromi, surunkali tonzillit, bolalar,
tonzillektomiya, kolxitsin, kortikosteroidlar.

Abstract. PFAPA syndrome (Periodic Fever, Aphthous Stomatitis, Pharyngitis, and Cervical
Adenitis), also known as Marshall syndrome, is one of the most common causes of recurrent fever in
children. Current therapeutic approaches include symptomatic treatment with glucocorticoids,
preventive use of colchicine, and tonsillectomy when conservative treatment is ineffective. The
article presents updated data on the pathogenesis, diagnostic criteria, and comparative
assessment of the effectiveness of conservative versus surgical management. Special attention is
given to determining the optimal treatment strategy for chronic tonsillitis associated with PFAPA
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syndrome in pediatric patients.
Keywords: PFAPA syndrome, Marshall syndrome, chronic tonsillitis, children, tonsillectomy,
colchicine, corticosteroids.

BBeaenue. CuHdpom nepuoduyeckoll 1uxopadku, appmo3Ho2o cmomamuma, papuHauma u
wetiHozo adeHuma (cuHdpom PFAPA) sienssemcsi Haubosiee yacmoil npu4uHol hepuoduyeckoul
Auxopadku e demckom eo3pacme. CospemeHHOe @Papmako/io2udeckoe JeyeHue 6KaAYaem
Kopmukocmepoudbl, KOmopble 06bIYHO 3PPHEKMuBHbl Npu Je4eHuu 3nu30do8 AuUXopadku,
KOAIXUYUH 0151 Npo@PuaaKkmuKu, a makxice MOH3UAAIKMOMUK 015 pe3UCMEHMHbIX CAYYAEes.
3ab6osesaHue 06b6I4HO NPOX0OUM K N0OOPOCMKOBOMY 803pacmy, 00HAKO MOMHem COXPAHAMbCS Uy
83POC/IbIX.

IIpo6embl cuHdpoma nepuoduyeckoll 1uxopadku, agpmo3Ho20 cmomamuma, gapuHauma u
wetiHozo adeHuma (cundpom PFAPA) sesasiemcss Haubosiee pacnpocmpaHeHHOU NpuyvuHoll
nepuoduveckol auxopadku y demell u enepsvle 6bl1 onucaH 8 1987 2ody Marshall et al. [1]. [iaa
Hez20 XxapakmepHbsl 3nU300bl AUXOPAJKU daumeabHocmbio 3-6 dHell ¢ peyudusamu kaxicdvle 3-8
Hedesb, conpogoxcdaroujuecs KAk MUHUMYM OOHUM U3 MpeX OCHOBHbIX CUMNMOMO8: APMO3HbIM
cmomamumownM, welHbiM adeHuUmoM u ¢apureumonm [2]. 3a6osesaHue 06bIYHO HAYUHAEMCS 8
go3pacme do 5 sem u o06blYHO npoxodum K nodpocmkogomy eo3pacmy. IlayueHmbl
beccumMnmoMusvl mexcdy anuzodamu U 0eMOHCMPUPYHM HOPMAJabHblU pocm. [Ipednosazaembie
¢akmopbl, cnocobcmeyoujue namozeHesy, BKANYAM UHPEKYUu, aHOMAAbHbIE UMMYHHbIE
peakyuu Xxo035luHa uau ux Kom6uHayuw [3,4]. Cundpom PFAPA — ummyHoonocpedogaHHoe
3abose6aHue, xapakmepu3syrujeecsi ducyHkyuell yumokuHos [3,5]; 6osee mozo, cuabHas
cemeliHasi Kjaacmepu3ayusi npedno/iazaem NnOmMeHYyua/bHoe 2eHemu4vyeckoe npoucxoxcoeHue
cuHdpoma [6,7]. PFAPA-cuHdpom enepewie onucaH Marshall et al. ¢ 1987 20dy u ocmaémcs
aKkmya/abHoU npobsemol demckol 0mMopuHo/apuHaoao2uu. /[as 3a601e8aHUsl XAPAKMEPHbI
peyudusupyrowue AUXopadouHbvle 3nuU300bl, conpogoxcdaroujuecss agmosHbIM CIMOMAMUIMOM,
WeliHbIM  AuMpadeHumomM u @apuHaumom. Hecmompsi Ha OdobpokauecmeeHHoe meyeHue,
3ab601e8aHuUe CYyujecCm8eHHO CHUMXCaem Ka4ecmaeo #CU3HU pebéHKa u cembl, 3ampydHsis noceujeHue
demckux yupedcdeHull u mpebysi 4acmo20 MeduyUHCK020 8MeuameabCcmaa.

Hasauuue sapuaHmos 2eH08, C8513aHHbIX € 8ochd/ieHuem, 8 0CHO8HOM 8 NLRP3 u MEFV,
no3go./isiem npednoJ/odcums 803MOXMCHYI0 pO/b Imux 2eHo8 8 namozeHe3de PFAPA [7-9].
OdHako HU 00UH U3 3MuUX 8apUAHMO8 cam no cebe, N0-8UOUMOMY, HE UMeem OMHOWEHUs K
amuosio2uu 3a60/1e8aHUS, YMO N0380J15em NpPeodnoa0#Umsb OAUZEHHYH UJAU NOJAUSEHHYIO
ocHogy. B nacmosiujee epemsi duazHo3 PFAPA ocHogbligeaemcsi Ha KAUHUYecKuUX kpumepusix [2]
(ma6a. 1). Bosnee mozo, 06HApPYHCEHO, YMO 3HA4UMmMe/bHOe KO/JAU4Yecmeo NnayueHmos c
MOHO2eHHOU nepuoduyveckoll uxopadkoll makdce coomeemcmayem JuazHOCmMuU4eckuMm
kpumepusam cuHopoma PFAPA [10], noduepkugasi n/10xy cheyu@uuyHocmbs Cyuecmayouux
Kaaccu@pukayuoHHblX Kpumepues. I[losmomy neped nocmaHoskol OduazHosa PFAPA
nayueHmul 00/1X#CHbI NPOUMU KAUHUYECKUU UAU 2eHemu4eckKull CKpUHUH2 Ha HaJau4ue opyaux
U38eCMHbIX Nnepuodu4ecKux CUHOPOMOS.

CunHdpom PFAPA umeem 6saazonpusimHoe ecmecmeeHHoe meuveHue. Hem Hukakux
dokazamesbcme mo2o, Ymo MeduKamMeHmMOo3Hoe JAeYeHUe MOHCem U3MeHUMb UCX00, HO OHO
Moxcem 6bimb 3h@PEeKMuUBHbIM NpuU Je4eHuuU 3nu30dos. BwidbigaHue 6bicmpoll pemuccuu
anu30008 8ANHCHO 0151 YAYHUWEHUS KaYecmaea HU3HU hayueHmos u ux cemell. B amoii cmamuve
Mbl paccmampusaem mekyujue cmpamezuu aeveHusi PFAPA u mo, ymo u3gecmHuo 06 ucxode
amozo cuHdpoma.

Lesb uccaegoBanus. Onpedesaums 0NMUMAIbHYI0 1e4ebHYyH MAKMUKy npu XxpOHUYECKOM
moH3uaaume y demeii ¢ cunHdpomom PFAPA, oyeHums 3ghghekmugHocmos Me0UKAMEHMO3HbIX U
Xupypau4eckux Memoodos /1e4eHuUsl.

MaTepuasibl 1 METO/JbI UCC/IEA0BAHUA. [Ip08e0EéH KOMNAEKCHbIU aQHAAU3 COBPEMEHHBIX
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Hay4HbIX nybaukayuil, nocésiujéHHbIXx duazHocmuke u seveHuro cuHopoma PFAPA (Periodic Fever,
Aphthous Stomatitis, Pharyngitis, Adenitis) y demeil. Hcnosnb3o8aHbl MexcdyHapodHble 6a3bl
danHbix PubMed, Scopus, Web of Science u omeuecmeenHas eLibrary 3a nepuod 2015-2024 z2. B
uccaedo8aHue 8K/JAKWYEHbI pe3ybmambl npocpective, paHOOMU3UPOBAHHBIX U 06Cep8ayUOHHbIX
KAUHUYECKUX UCCAe008aHUll, NOCBAUWEHHbIX OYeHKe agpghekmusHocmu PapMakoso2uveckux u
Xupypau4eckux nodxodos.

/JlonosHumeabHO nposedéH pempocnekmu8HbIll AHAIU3 KAUHUYECKUX HabadeHull demetl,
Haxoduswuxcsi nod HabarwdeHuem 8 demckom JIOP-omdesneHuu u ambyaamopHuIX ycao8usx. B
8bl60pKY 8K/10UeHbl 64 pebéHKa 8 so3pacme om 2 do 10 sem (cpedHuii so3pacm — 5,8 + 1,6 200a)
¢ munu4HsiMu npusHakamu PFAPA.

JuaeHo3 ycmaHnasaueasics Ha ocHogaHuu MexcdyHapodHbuix kpumepues (Thomas K.T., 1999;
Feder HM., 2020):

v’ pezyssipHble 3nu300bl AUXOPAOKU C HA4A/10M 00 5 siem;

v' Hasauvue xomsi 6bl 00HO20 U3 NPU3HAKOS: AgPmo3HbIll cmomamum, gapuHaum, weliHblli

AumMg@padeHum;

v’ omcymcmeue cumMnmomos Mexcdy npucmynamu;

V' HOpMa/IbHLIL pusu4eckull U NCUXOMOMOPHbBILU pOCm pebEHKA.

H3  uccnedosaHusi  uckawuaaucb demu ¢ NOOMBEPHCOEHHbIMU  MOHO2EHHbIMU
aymosocnaiumenvHbiMu  cuHdpomamu (FMFE, TRAPS, CAPS), a makxce ¢ u4acmuiMu
6axkmepuaabHbIMu UHGEeKYUSIMU U UMMYHOOedHUYUMHBIMU COCMOSTHUSMU.

Bce nayuenmul 6bl1u pazdeseHsl Ha dee epynnbl:

I'pynna I (n=32) — nosayuaiu KoOHcepsamusHoe JeyeHue, 8KAYarnujee HecmepoudHble
npomusosocnaaumesibHbie npenapamol (ubynpogen 10 Me/K2), cucmemHvwle
2/1lKoKopmuKkocmepoudsl npu npucmynax (npedHu3osnoH 1-2 mez/ke 00HOKpamHo), a makice
npodusakmuyeckuti npuém koaxuyuHa (0,5-1 m2/cym) 8 meuenue 3 mecsyes;

I'pynna Il (n=32) — demu, Komopbim nposedeHa A0EHOMOH3UAAIKMOMUSA NO
cmaHdapmHoi memoduke nod 06WUM HAPKO3OM.

OyeHusasuce caedyrowjue napamempsvl: 4acmoma JAUXOPAOOYHbIX 3NU30008, UX
Jd/1uMelbHOCMb, 8bIPANCEHHOCMb 80CNA/IUMENbHBIX NPU3HAKOS, ypo8eHb C-pedkmugHo20 besKa
(CRP), CO3, a makdce kauecmso HU3HU no onpocHuky PedsQL do u nocae saeuenus. JlaHHble
noodsepea/iucs, cmamucmu4eckoli obpabomke ¢ ucno/vb3oeaHuem npozpammol SPSS 25.0,
pasau4usl cHumMaauch 3Hayumsimu npu p < 0,05.

PesyabTaThl U 06CYyXJeHUe. YV 6osbwuHcmea demell 3a60/1e8aHue Nposi8/as/10Ch
nepuoduveckumu snuzodamu auxopadku do 39-40 °C, conpogoixcdaswumucs 601bt0 8 20p.ie,
eunepmpogdueti MuHOAAUH, PE2UOHAPHbIM AUMPBAOeHUMOM U Hepedko ag@mo3HbIMU
8bICLINAHUAMU HA cAu3ucmoll pma. MedxcnpucmynHulll nepuod Xxapakmepus3o8a/csi NOJAHbIM
KAUHUYECKUM 6/1a20N0/1y4UeM, HOPMAAbHbIMU NOKA3AMEeASIMU 2eMO2PAMMbl U Pu3u4eckKozo
paszsumus.

IppekmusnHocmv medukamenmosHol mepanuu. Ilpumenenue HIIBC (u6ynpodge,
napayemamo.i) no38oau/10 Aub YaCMu4HO CHU3UMb UHMEHCUBHOCMb AUXOPAOJKU, He 8AUsIS HA
eé npodoaxcumesnvHocmo. bosee 8blpasxceHHbllU 3Pgekm ommeuasncsi npu HA3ZHAYEHUU
CUCMEMHbIX 2/II0KOKOPMUKOCMepoudos: 00HOKpAMHbIU Npuém npedHu3onoHa (1-2 me/kz) uau
6emamemasona (0,1-0,2 m2/kz2) npusodusi K KynupogaHurw npucmyna 8 meuveHue 3-6 4acos.
Oodnako y wacmu nayuenmos (okos10 40 %) unmepegasbl mexcdy 3nu300aMu COKpaujaaucs, 4mo
coanacyemcsi ¢ 0aHHbIMU MeHCAYHAPOOHbIX uccaedosaHulli (Renko M. et al, 2020; Rigante D.,
2022).

IpumeHneHue koaxuyuHa (0,5-1 me/cym) 8 meueHue 3-6 mecsiyee cnoco6cmaeosasno yoAUHEHUK
MeNCNPUCMYNHO20 nepuooda U CHUNCEHUK 4Yacmombsl amak 8 cpedHem Ha 45-60 %. Hauboaee
sblpasceHHblll agpgpekm Habawdaacs y demell ¢ cemMeliHbIM AHAMHE30M aymo8ocnaaumebHblX
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CUHOpPOMO8 U Yy NAyueHmos, y KOMOpbIX 2JAI0KOKOPMUKOCMEPOudbl B8bl3bl8aAAU YKOPOHeHUe
UHMeps8as08 mMexcdy npucmynamu.

IpdexkmusHocmo Xupypauueckozo seveHus. [locae 8binosHEHUs1 A0eHOMOH3UAAIKIMOMUU
y 6oavwuHcmea demell (87,5 %) Habarwdanocb nosHoe ucvesHogeHue peyudusos PFAPA e
meveHue 6-12 mecsyes HabsawleHus. Ewé y 9 % ommeuasnocv pedkoe cybgpebpuibHoe
nosviuwieHue memnepamypbl 6e3 munuvyHo2o PFAPA-komnaekca. Toavko y 2 demetl u3z 32
COXPAHAAUCL 0mOae/ibHble 3NU300bl AUXOPAJKU C YMEHbUWEHHOU 8bIPAHCEHHOCMbH CUMNIMOMOS.
Takum obpasom, agpdhekmugHocmbsb Xupypau1eckoz2o emeuwiamenabcmea docmuzaaa do 90 %, umo
coomeemcmaeyem pe3zyabmamam memaaHaausos (Peridis S. et al, 2019; Licameli G., 2021).

Kaunuvyeckoe 3HayeHue u uHmepnpemayusi. Hecmompss Ha 8blcoKull 3ggpekm
MOH3UANIKMOMUU, HE 8Ce A8MOpbl cHumarom eé nepgoll JiuHuell mepanuu, 0cobeHHo y demell ¢
Aé2KUM meyeHuem 3a6o.s1esaHusi. C yyémom camoozpaHuvusaroujezocss xapakmepa PFAPA,
Yes1ec006pa3HO NepeoHa4a/bHO Nposodums MeOduKAMeHMO3HYH NpoPuaakmuky (KOAXUYuH,
sumamuH D, KoHmpo1b npogoyupyrowux Gakmopos), nepexoods K xupypauu Autllb Npu Maxcéaom
meyeHUU, 8bIPAHCEHHOM CHUMCEHUU Kayecmea HCU3HU U HeaghdhekmusHOCMuU KOHCEp8AMUBHO20
JIeYeHUsl.

[lonyueHHble  pesysbmambsl  nodmeepxcoarom, umo  PFAPA-cuHOpom — umeem
Myabmu@dakmopHyo npupody, C653aHHYKW C HApYyWeHUeM pezyasyuu  8pOo#IEHHO20
uMMyHumema, 8 yacmHocmu ducgyHkyueti IL-15-onocpedosaHHbix nymeil. KombuHuposaHHblll
nodxod, 6KAKYAWUL UMMYHOMPONHYH mepanul U npu Heo6xo0umMocmu Xxupypau4veckoe
sMeulamenbcmeo, obecnevyusaem cmoukull KauHuveckull 3gpdpekm u yayvweHue kavecmea
JHCU3HU pebEHKa.

BeiBoabl. CuHdpom PFAPA — dobpokauecmgeHHoe UMMYHOONOCPEAOBAHHOE
3a6o/1e8aHuUe, 6CMpevyarueecsi NpeuMywecmeeHHo 8 demckom gozpacme. I'arokokopmukoudbl
agppekmusHbl 0151 ObICMPO20 Kynuposamuss npucmynog sauxopadku. Koaxuyun moxcem
NpUMEHIMbCA KAk npoguaakmuveckoe cpedcmeo y demell ¢ 4acmulMu 3nu300amu.
AOJeHOMOH3UANIKMOMUSL NOKA3AHA NPU XPOHUYECKOM MOH3U/AAUMeE U Pe3UCMEHMHOM me4eHuu
PFAPA, ocobeHHO npu yacmuvix 060CMPeHUsIX U CHUXCEHUU Ka1ecmea H#U3HU. Bvi6op seuebHol
makmuku 0o/3ceH 6b6imb UHOUBUJYANU3UPOBAHHBIM, C YYEMOM KAUHUYECKUX 0CO6eHHOocmel U
yacmomaul NpuCmMynos.

JlutepaTtypa

1. Mamamoea I, Kapabaes X, HamaxaHoe A. Yiabmpa3gykogoe uccsiedogaHue
puHocuHycumosy demetl paHHezo go3pacma // XKypHasa 6uomeduyuHrst u npakmuku. 2023. T. 1. Ne
2. C. 63-69.

2 Mamamosa IIP., Kapa6aes X.3., Az3zamxodxcaesa H.I. OcobeHHOCmMu OuazHOCMUKU
0CMp0o20 puHOCUHycuma Ha goHe 6pOHX0.1e204HOL namoJio2uu y demeli paHHezo 8o3pacma // Re-
health journal. 2021. Ne2 (10). C. 45-52.

3. Kapabaes X.3, Mamamoea IIP. Yabmpa3dgykosasi duazHocmuka 8 OUYEHKe
agpdpekmusHocmu mepanuu puHocuHycumos y demeii // MeduyuHckas susyaaudayusi. 2022. Ne 4.
C. 88-95.

4. Kapabaes X.3., Mamamosa LlI.P. Kaunuyeckuil cayyati op6uma/sabH020 0CA0HCHEHUS Npu
puHocuHycumax y demeti paHHezo so3pacma // Eepasutickuti eecmHuk. 2020. Ne 3. C. 78-82.

5. Thomas KT, Feder Jr HM, Lawton AR, Edwards KM. Periodic fever syndrome in children. |
Pediatr. 1999;135(1):15-21.

6. Stojanov S, Hoffmann F, Kery A, Renner ED, Hartl D, Lohse P, Huss K, Fraunberger P, Malley
JD, Zellerer S, Albert MH, Belohradsky BH. Cytokine profile in PFAPA syndrome suggests continuous
inflammation and reduced anti-inflammatory response. Eur Cytokine Netw. 2006;17(2):90-7.

7. Cochard M, Clet ], Le L, Pillet P, Onrubia X, Guéron T, Faouzi M, Hofer M. PFAPA
syndrome is not a sporadic disease. Rheumatology (Oxford). 2010;49(10):1984-7.

173



XPEE TIRRIVOT

FURNALI

8. Perko D, Debeljak M, Toplak N, Av¢in T. Clinical features and genetic background of
the periodic Fever syndrome with aphthous stomatitis, pharyngitis, and adenitis: a single
center longitudinal study of 81 patients. Mediators Inflamm. 2015;2015:293417.

9. Dagan E, Gershoni-Baruch R, Khatib I, Mori A, Brik R. MEFV, TNF1rA, CARD15 and
NLRP3 mutation analysis in PFAPA. Rheumatol Int. 2010;30(5):633-6.

10. Kolly L, Busso N, Von Scheven-Gete A, Bagnoud N, Moix I, Holzinger D, Simon G, Ives
A, Guarda G, So A, Morris MA, Hofer M. Periodic fever, aphthous stomatitis, pharyngitis,
cervical adenitis syndrome is linked to dysregulated monocyte IL-1f production. ] Allergy Clin
Immunol. 2013;131(6):1635-43.

11. Gattorno M, Caorsi R, Meini A, Cattalini M, Federici S, Zulian F, Cortis E, Calcagno G,
Tommasini A, Consolini R, Simonini G, Pelagatti MA, Baldi M, Ceccherini I, Plebani A, Frenkel ],
Sormani MP, Martini A. Differentiating PFAPA syndrome from monaogenic periodic fevers.
Pediatrics. 2009;124(4):e721-8.

MEOULIMHCKIV KYPHAIN Y3BEKVICTAHA «  MEDICAL JOURNAL



