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PFAPA (ITEPUOJAVYECKA ST JINXOPAJIKA, ADTO3HBIN
CTOMATUT, ®APUHIUT, IIENHBIA AJTEHUT -
PERIODIC FEVER, APHTHOUS STOMATITIS,

PHARINGITIS, CERVICAL ADENITIS)
NJIM CUHIPOM MAPIHIAJUIA'YY AETEN

H.H.Ky3vmuna, I'.P.Mogcucsn
'Y Hnemumym pesmamonocuu PAMH, Mockea

Pesiome

PFAPA wmnu cunapom Mapmanna (mepuoaudeckas THXopajaka, ahTO3HBIH cTOMATHT, GapUHTHUT, MEHHBINA ane-
HHUT) OJHO M3 PEIKUX MEPHUOJUYECKUX TUXOPaJOUHBIX COCTOSIHUM, BCTpEeYalOMMXCs B IETCKOM BO3pacTe.
ITpuuunHa, BBI3bIBAIONIAS ATOT CHHIPOM, KOTOPBIH MOKET NPOJOIKAThCA BTEUYEHHE psja JIeT, Heu3BecTHa. B
MEXIIPUCTYIHBIH epuo] pebeHOK YyBCTBYET ce0sl COBEpIIEHHO 310POBLIM, PAaCTeT U Pa3BUBAETCS HOPMAIBHO.
JuddepeHnuanbHbli JHarHo3 ciegyeT NPOBOAUTD C APYTUMHU COCTOSHHSIMH, CONPOBOXKIAIOUMMHUCS MEPUO-
JIMYECKOM JTuXxopankoil: OonesHbro bexyera, nMKINYecKol HEHTponeHuei, ceMelHOl cpeau3eMHOMOPCKOI
IUXOpajgKoi, ceMeliHol VpmaHACKON NHXOpaakod, CHHAPOMOM THIEpUMMYyHorioOymunemuu D, cucrem-
HBIM BapHaHTOM IOBEHHJIBHOI'O HAMOMATHYECKOTO apTPUTA, XPOHUYECKUM TOH3UWIIIUTOM, PSIOM HH(EKIHOH-
HBIX 3a0oneBanuii. J{ns nedenus cuaapoma PFAPA wmcnonb3yroTcss MHOTHE JIEKAPCTBEHHBIE IIPEIapaThl: aH-
THOMOTHKH, HECTEPOUAHBIC IPOTHBOBOCHIAINTEIbHBIC CPEACTBA, MJIAKBEHHJ, IPOTHBOBHPYCHBIE MpeHaparsl,
TJIFOKOKOPTUKObI, HUMETHUIMH, HEPEJAKO MPOBOAMUTCSA TOH3UILIIKTOMUS. AHAIN3 JIUTEPATYPHBIX JaHHBIX I10-
Ka3bIBaeT, YTO JIyYLIHE Pe3y/IbTaThl IIPU JICYEHUH 3TOr0 3a00JIeBaHHUS MOXKET AaBaTh TOH3WIIIKTOMHS ( HHOTAA
B COUYETAHUH C aJjleHoToMuel). [IpuBoanTCS KIMHHYECKOe HAOIIOJeHNE BIIEPBBIC JUATHOCTHPOBAHHOTO B OTe-
4YeCTBEHHOH mequaTpuueckoi peBmaronorun cuaapoma PFAPA ypeGenka 2-x ner.

Kniouesbie cnoBa: cundpom Mapwanna, PFAPA, nepuoouueckas muxopaoka, moH3uLIum, moH3uIIKmMOMUS,

peokue bonesnuy demeil

B npaxTuke 1eTcKOro peBMaToora HepeaKo BO3ZHUKAET He00X0-
JUMOCTh IpoBeaeHUs AuddepeHInaibHOro IMarno3a Mex.y 3a0o-
JI€BaHUSAMHU PEBMATHYECKOI0 Kpyra M O0Ne3HsIMM WM CHHIPOMaMHU,
JUIS KOTOPBIX XapaKTEePHBl IMEPHOAHUYCCKHE JINXOPATOUYHBIE COCTOS-
HUSA.

B 1948r. H.A.Raimann [ 23 ] BnepBbie BBen B oOpamnieHue 0600-
Ayl TepMuH "mepuonuyeckas 0ose3Hp", u4TOOBI MIEHTU(DU-
LUPOBATh OOJIBIIYIO TETEPOreHHYIO IpyIITy 3a00JIeBaHHH, UMEIOLINX
HEHM3BECTHYIO 3TUOJIOTHIO, XapaKTE€PU3YIOUIUXCS KOPOTKUMH JTHXO-
PalOYHBIMU JIH30JaMH, KOTOPBIE PEryJIspHO PElMIUBHPYIOT B Te-
YEeHHE HEeCKOIBKHX JIET, YepeIysCh C MEePUOJaMH IOJHOIO 310POBBL.
B nanpHelimeM MHOTHE IEpUOJUYECKUE THXOPAJOUYHBIE COCTOS-
HUS, HMEIONINE YeTKHe KINHUYEeCKHe H Ia00paTOPHBIE XapaKTepHC-
TUKH, TaKHe KaK CPeJIU3EMHOMOpCKas JIMXOpajKa, THIepraMmariio-
OymnHemust D u 1p., ObLIM IIpECTaBIICHBI B IMTEPATYPE Pa3HBIMU
aBTopamu [2, 9, 24, 26].

B 1987r., G.S.Marshall c coasr. [20] BHepBsle onucanu y 12 ne-
Teil paHee HEM3BECTHBIA MEPUOUYECKUI JINXOPAJOUYHbIH CUHIPOM,
BKJIIOYAIOLIMH PEUMANBHPYIOIINE JTUXOPAJOYHbIC TPUCTYIBI, LHK-
JUYHOCTh KOTOPBIX Konebanack ot 2-x 10 12 Henens. Bo Beex Haburo-
JIEHUSAX 3TO OBLIM JETH JI0 5 IETHEro Bo3pacrta. JJIUTEIBbHOCTH Peld-
punbHOM (1m0 39-40°) nMXOpaaKu COCTABiIsUIa MPUOIUZUTENBHO 5
nHel. Y 75 % nanueHToB JNMXOpPagOyYHBIA CHHIPOM CONPOBOXKAAI-
cst papuHruTOM U adTO3HBIM CTOMATHTOM, y 66% - numbaneHomna-
THEeH, a TakKe TOJOBHOIl 00nblo, OONSIMH B XXHBOTE, TOIIHOTOI,
pBOTOH, 03HOO0M. HH y 01HOTO U3 3THX AeTell He BBIABISLIOCH IPH3-
HAaKOB MMMYHOJE(QUUUTHBIX HAapyLUIEHHH M KakKoW-1ubo OakTepu-
aJBHOMW, BUPYCHOH M rpubOKoBOil MHGpekuuH. ToabpKko y 2-X GONBHBIX
U3 3eBa ObLT BBICESIH 0OeTa- TeMOIUTUYECKUH CTPENTOKOKK IPYIIIBI
A. JluxopamouHble EPUOIBI y MHOTUX MALlUEHTOB COMPOBOXKIAIUCH
JEHKOIMTO30M U yMepeHHBbIM moBbiieHrneM COD, HO HU B OIHOM
crydae He ObUIO JIUM(OLHUTO3a HIM HEHTpONeHHH. B Mexnpucrym-
HBI TepuoJ JETH YyBCTBOBaIH ceOs aOCONIOTHO 310pOBbIMH. Te-
panus aHTUOMOTUKAMH H HECTEPOHIHBIMU HPOTHBOBOCHIAIUTEINb-
HeiMu npenapatamu (HIIBII) 6buta Head dpexTuBHOU. Mcnonb3oBa-

Anpec: 115522, Mockpa, Kamupckoe m., 1.34 A.
I'Y Uncrutyt peematosnorun PAMH
Ten. 114-44-64.

nue riarokokoptioB (CK) mo3Boisio npepsiBaTh MPUCTYII, OJHAKO
HE IPeOTBPAINaIo HACTYIUIEHHUS CIEAyIOMero. JT0 COCTOsIHUAE, ObI-
J0 MepBOHAYaldbHO 0003HAYCHO Kak - CHHApPOM Mapuramia
(Marshall's syndrome). Bmocnenctsuu mocie 6osee mogpoOHOro
onncanuss H.M.Feder [10] emy Obuta mpunana ab0peBeatypa FAPA
(fever, aphthous stomatitis, pharyngitis, cervical adenitis), a Heckob-
ko mo3ke (1989r) artor Tepmun Ob1 u3MeHeH Ha PFAPA - k Ha3Ba-
HUIO YKa3aHHOTO CHHApoMa gobaBiena Oyksa P, o6o3navaromias me-
puonuyeckuil xapakrep 3a0oseBaHus (HEPUOAMYECKAs JIMXOPAJKA,
aTO3HBI cTOMATHT, (papuUHTUT, MWEHHBIH TUMBATCHHUT), IPU ITOM
ocoboe 3HaYeHHE NMPHUAAHO IEPUOJUYECKOH JHMXOpajaKe, KOTOpas
paccMaTpHBaiach Kak OCHOBHOE IposiBiieHHe Ooie3Hu [21].

PFAPA /Marshall's cunapom onpenensiyicss KNTMHUYECKU U AUar-
HO3 CTaBHJICS IyTeM HUCKJIIOYCHHS CXOAHBIX COCTOSHHUI.

JlnarHocTHYeCKHe KPUTepHH 3a00JieBaHUs, BIEpBble CHOpMy-
nupoBanuble G.S. Marshall 6bum MoauduuupoBansl Ha 10 jer
no3nnee K.T.Tomas, H.M Feder et al. [26].

Juarnocruyeckue kpurepun PFAPA /Marshall's cunapoma:

* Bosparnas ¢ebpunpHas nuxopanka (38° u BbllIe), HaYaBIIa-
scsl B paHHEM Bo3pacte (10 5 5er) npu OTCYTCTBUM HHpeKuuu
BEPXHUX JbIXaTEIbHBIX ITyTeH;

* AdTo3HBIH CTOMAaTUT
I eiinbiit nUMdaneHuT
dapuHruT

» T'onoBHas 60sb cO pBOTOU

* HMckmoyeHue UMKINYECKON HEHTpOoneHuu

* ACMITOMHBIE IEPUOIBI MEKAY MPUCTYIAMHU OOJIC3HH

* HopmanbHBIH pOCT U pa3BUTHE peOEHKa.

BricTpoe kynupoBanue HpeOpUIBHBIX aTaK OAHOKPATHBIM IpHe-
MoM 'K ucnons30Banoch HEKOTOPHIMH HCCIEIOBATEIIMH KaK Juar-
HOCTHYECKUU KPUTEpUil cuHIpoMma [22].

ITHOJIOTHSA

Jlo Hacrosliero BpeMEHM NpUYMHA BO3HUKHOBeHMs PFAPA
Wi cuHApoM Mapinamia octaercs HensBecTHOH. Crocob6HocTs I'K
KyNHUPOBAaTh JMXOPAT0UHbIC SMH30/bl Y HAIIUEHTOB C JaHHBIM CHHJI-
pOMOM, IpEAIoaraeT, BOCHAJIUTENbHBIH €ro xapaxrep. Brlcokuii
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YpOBEHb IUTOKHHOB, HAaONIOJaeMbIil B TEUYEHHE ITHXOPaJOYHOTO
HPHUCTYIa TAaK)XE MOXKCT CBUACTEIbCTBOBATh B MOJNB3Y 3TOH THUIIO-
Te3bl [4, 24]. Hakonen, Tot ¢akr, uto PFAPA He peuunuBupyer y
OONBIIMHCTBA JeTeH Mociae TOH3MIUIDKTOMUH, MOJATBEPKAAET Ipea-
MOJOXEHHE, 4YTO OONEe3Hb MOXKET SBIATHCS HMMYHOJIOTHYECKUM
IPOLECCOM, HAYMHAIOUIMMCS Ha ypOBHE HAapCHXMMbI MUHJAJMH.
W3yyeHne MMMYHOIATOJIOTHYECKOTO MPOoGUiIst TUMPOUTHOM TKaHN
MHUHJAIUH MOXET JaTh JONOJHHUTENbHYI0 HH()OPMAIHIO OTHOCH-
TEJIbHO STHOJIOTMU U TMAaTOreHe3a 3TOW peakoi Oose3HHu.

JubdepenimanbHbli AHarHO3

BonpmuHCTBO 3apyOeKHBIX aBTOPOB CUUTAET, 4TO B U depeH-
nManbHblil auarHo3 cuHapoma PFAPA nomkeH BKIOYATBCS PIX
BO3BPATHBIX JIMXOPaJOYHBIX CUHAPOMOB, TAaKUX KaK ceMeifHas cpe-
IU3EMHOMOpCKasl JHXOopaaka, ceMeiiHas Mpranackas Tuxopajka,
runepriaodynuaemus D, nuknndeckas HeWTponeHus, 6one3np bex-
4eTa, psiI MHPEKIHMOHHBIX 3a00JIeBaHUl, CONMPOBOKAAIOMIMXCS JIU-
xopajakoir ( OPBU, kopp M 1p.), IOBEHUIbHBIA HIMONATUYECKHI
apTPHUT, XPOHHYECKUI TOH3MIUIUT, KOTOPhIE CIeAyeT 00CYKAaTh IPH
pacno3naBanuu cunapoma PFAPA [4, 5, 7, 14, 15,16, 26 ].

CewmeitHas cpenuseMHoMopcekas auxopajaka (CCJI) - ayTocomHo-
pennccuBHOE 3a00eBaHHe, KOTOpPOEe HYKHO TH((PEpEeHIUPOBATH C
cuagpomoM PFAPA. OHO xapakTepH3yeTcsi OCTPO BO3HHKAIOIUMH
npucTynamMu (eOpHIBbHON THXOPaIKH, [UISITUMUCSI 0OBIYHO KOPOT-
Koe BpeMs - 1-2- THS M CONPOBOXKJIAIOIIUMHUCSA  apTPHTOM, HEpH-
TOHHUTOM, IUIEBPUTOM M ChHINbIO. BOJBIIMHCTBO HAllMEHTOB HMEET
apabckoe, apMsIHCKOE, €BPEHCKOe, TypelKoe IMPOUCXOXKACHHE; KaK
MpaBUIIO, 3a00JIeBaHNE HOCUT CEMEHHEIH XapakTep M Je0IoTHpyeT B
netckoM Bo3pacte. [loneiTku nposenenns 'K tepanuu y 3THX manu-
€HTOB HE NMPHUBOJMIN K MOJOKUTENBHOMY pe3yibTaty [9, 14].

Cemeilinas Mpnanackas nauxopajgka - B 1982 . Obuin BrepBble
OINHCAHbl CIyYaH NMEPUOJUYECKOH JIMXOpaIKd B CeBEpOEBpoOIEeic-
KHX ceMbsiX. bone3np HasbiBaloT TRAPS cunapom (abOpesearypa
or Tumor necrosis factor receptor superfamily 1A-Associated
Periodic Syndrome), KOTOpBIil SBISETCS ayTOCOMHO - JOMHHAHT-
HbIM 3a0oneBanueM [8)]. laHHOe 3a00eBaHHE MOXKET OBITh MCKIIIO-
YEeHO NPH OTCYTCTBHU CEMEHHOTro aHaMHe3a. JIMXopaJodHble 3IIH30-
Iibl TIpU ceMeitHoi VpnaH 1 ckoii nuxopaake CONMpOBOXKAAIOTCI apTpu-
TaMH, MHAITHSAMH, ahTO3HBIM CTOMATHTOM U CHIIbIO, TOT/Ia KK IS
cuaapoma PFAPA Hannuue MuUaNruii U ChIlM CIEAYET CYUTATh HE-
xapakTepHbIM [8, 28].

I'ineprinoOymHemust D - cHHAPOM, XapakTepH3YIOLIMHCS MepH-
OIMYECKOW JIMXOpaaKoH, nismieiics or 3 no 7 aHe# (MHOTIA ANHU-
TEJIBHOCTh BapbUPYET OT HeJeNu A0 1Mec.), ObUI ONUCaH BIEPBHIC B
1980-b1x 1T. [Teproanyeckue TUXOpag04Hble MPUCTYIBI OOBIYHO Ha-
YHHAIOTCA B PaHHEM JETCKOM BO3PAacTe M MOTYT COIPOBOXIATHCS
apTPUTOM, YBEIUYEHHEM 3aThUIOYHBIX JTUM(OY3/I0B, 03HOOOM, To-
JIOBHOW 00NIbI0, MAaKyJIE3HOW CHINbIO M CIUIEHOMEraiuei. B cbiBo-
pOTKE KpOBH OTMEYAaeTCsl BBICOKMH ypoBeHb IgD  uacTo B couera-
HUH C NOBHIICHHEM IgA. B TeueHne muxopasodHOro mepuona He-
penko OOHapy)KHBAIOTCS BBICOKHE YPOBHH MEBaJOHOBOH (meval-
onic) KHCIOTEl B MOYE, YTO HHUKOTAA HE BCTPEUAIOCh y MAllHEHTOB
¢ cunapomoM PFAPA [ 11, 16, 23, 25, 27].

Ilukianueckas HefTponeHus - OOBIYHO HAYMHACTCSA B TCUCHHE
MIEPBOTO rojia )KU3HU U XapakTepusyercss GeOpuIbHBIME IPUCTYyIIa-
MH C IEpHOIUYECKUM yMEHBIICHUEM YHCIa HEUTPO(DHUIOB Kaxable 3
HEJeNH, 4YacTo abCONIOTHBIM MOHOIIUTO30M, KOTOPBIH MOXKET COX-
paHATBCS HA HPOTSHKCHHH BCErO JIMXOPaZo4yHOro mnepuona. Ilpu
cunapome PFAPA nuxopasouHsle 3MHM30/bI HE HMEIOT YETKOM Bpe-
MCHHOH IEpHOAMIHOCTH, a O CIyJasX HEUTPOICHHH IPH HEM BIIH-
TepaTtype HHpopmanuu Het [2, 22].

bonesns bexuera, sBisromascs peAKuM 3a00JIeBaHUEM Yy IETeH,
MaHupecTupyeT apTO3HBIMU BBICHITAHUSIMU (C OONE3HEHHBIMH  SI3-
BaMH pa3MepoM OT 1710 3 cM) Ha CIU3HCTOH 000JIOUKE MOJOCTH
pTa, TOJNOBBIX OPraHOB, a TAKXKE MPHIOUHKIATOM WU CHHOBHTOM.
Kpowme Toro, onucsBaloTcs y31oBartas spureMa, TpoMoodaedur, me-
HuHrosHuedanut. Jluxopaaka npu Oose3nu bexuera qnutest 6onee
1 Hen., OHAKO OHA HE MMEET TEHICHIIUH K IIEPHOTUIHOCTH, TaK Xa-
paktepHoi ans cunapoma PFAPA [5,15].

CucteMHBII BapHaHT IOBEHUJIBHOTO HIHONATHYECKOTO apTPUTa
(FOUA) BiroueH B 3apyOekHOW nuTepaType B pyopuky nuddepen-
mupyembix ¢ PFAPA coctosnuii. OCHOBHBIMHM KIMHMYECKHUMH
npu3Hakamu cuctemHoro IOMA sBnsroTcs nuxopanka, apTpuT, He-
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penko nuMpageHONATHs, TrenaTociuieHoMeranus. Jluxopaaka mpu
9TOM 3a00JE€BAHUU MOXKET JUINTHCS OT HECKONBKHX HEHEeNb 0 Hec-
KOJIBKHX MECSIeB, OJHAKO He MMeeT TeHACHINH K NepHOAUIHOCTH.
VTpeHHSSI CKOBAaHHOCTh B CyCTaBaX, apTPUTHI, XapaKTEpHBIE UL
IOUA, a Taxxke aHEeMHUs U YaCTO BCTPEYAIOLIAsiCsl ChIIb OOBIYHO HE
HaOmopatores npu cunapome PFAPA [6, 26].

XpoHHYECKHI TOH3WUIUT - 3a00JIeBaHKe, 4YacTo HaOJ0JgaeMoe B
JIETCKOM BO3pacTe, BBI3BIBAEMOE OaKTePHATbHBIMH HIH BHpPYC-
HBIMH areHTaMH. OO6ocTpeHHe, Kak NpaBHI0, MaHH(ECTHPYeT Iu-
XOPaJKOoH, BOCHAIUTEIbHBIM IPOLECCOM B MHHIAIHHAX U MIEHHBIM
muMdaneHuToM. J[HarHo3 MoxeT OBITh JOKYMEHTUPOBAH BBISBICHH-
eM B Ma3Kax U3 MUHAAJIHH 6aKTepHaJbHOIO MM BUPYCHOTO areHra,
MMMYHOJOTHYSCKIMH IOKa3aTeIsIMH, B YaCTHOCTH, HOBBHINICHUEM
tutpa ACJI-0 ¥ IPOTUBOBUPYCHBIX AaHTUTEI, & TAKXKE IOJIOKUTEIIb-
HBIM OTBETOM Ha aHTHOAKTEpPHAIbHYIO Tepamuio (IpH OaKTepHaib-
HOW >THONOrHH 3a0oneBaHus). Hambosee XxapakTepHBIM HPH IOC-
JIeIHEM THIC TOH3WIINTA SBISICTCS OOHapyKeHHe OeTa-reMOIHTH-
9YEeCKOr0 CTPENTOKOKKA rpynmsl A [7].

CormnacHo JaHHBIM 3apyOeKHBIX HCCIeIOoBaTelel, B Kpyr aud-
(epeHIpyeMBIX COCTOSHUN npu pacrno3HaBanuu PFAPA pxiroua-
eTcst GospInast rpynna HHQEKIHMOHHBIX 3a00JIeBaHUH, BBI3BIBAEMBIX
psimoMm areHTOB: Borrelia recurrentis, Rickettesia prowazekii,
Entamoeba histolytica, Hepatitis B virus, Plasmodium malariae,
Herpes simplex virus, Epstein- Barr virus. Bee 3T 3a60sieBanust ume-
10T XapaKTepHble KIMHUYECKHE IPU3HAKH U JJabopaTopHble MapKe-
Pbl, MO3BOJISIIONME TPOBOIUTE JOCTOBEPHYIO AMArHOCTUKY [2, 19].

CornacHo UMEIUMCS MyOINKanusM, ¢ LeNbI0 BepUPHUKAIHU
nuarHo3a PFAPA Heo0X0AMMO HCKIIOYHTH BBILIETIEPEUHUCICHHbIE
COCTOSIHHSI, COIPOBOXAAIOUINECS IEPHOTHISCKOH  JIMXOpaaKoii,
JUIS 4ero peKOMEHIAYIOTCS BBIIOJHHMTB: MOCEB U3 HOCOINIOTKM (It
BBISIBJICHUS GaKTepHaIbHOr0, FPHOKOBOIO MM BUPYCHOI'O XapaKkTepa
3a00JeBaHNs1), PEHTTeHOTPaMMy OPraHOB I'PYAHON KIETKH, Jabopa-
TOpHBIE HCCIEN0BaHUA - OOIIME aHAIU3bl KPOBU 1 pa3 BJBe HeleIH
Ha OPOTSHKCHHU 6 HeJelb, ONpe[eleHHe YPOBHS HMMYHOIJIOOYIH-
HOB, KOMILIeMeHTa, cyotunos IgG, IgD, anTuHYKI€apHOTO (hakTO-
pa, T4/T8 numdounTos, a TakKe aHTHTEN K BUpyCy dnmteiH-bapp
U IpyruM MHQEKIuoHHBIM areHTaMm [4, 7, 18, 19]

OObIyHO 3TH HccaenoBanus npu PPAPAnanoT oTpunatenbHbiit
pe3ybTaT, 3a UCKIIOUeHHEM JelikonuTtos3a u mossimenus COD Bo
BpeMsi IIPUCTYTIOB.

JlutepaTypHble JaHHBIE CBUAETECIBCTBYIOT O TOM, YTO JICUCHHUE
6onbHBIX ¢ cuHApoMoM PFAPA sBnsercs mpeamMeToM IMCKYCCHH.
IIpumeHeHne aHTHOAKTEPHATBHON Tepanuu (ICHULMIUTHHOBOTO Psi-
na, 1edalocnopuHOB, MAaKpOJIUAOB, a TakXkKe CyIb(paHUIAMHIHBIX
npenapaTtoB), HIIBII, mnpoTHBOBHPYCHBIX IIpernapaToB II0OKa3alo,
YTO OHM CHOCOOHBI JIMIIb YMEHBIIUTh BEIPAXKEHHOCTD JIUXOPAAKH U
SIBIIAIOTCS Hed()(PEKTUBHBIMHE B OTHOIICHUU OCTAIbHBIX KIMHUYEC-
KHUX nposiBieHui 3a0oneBanus. [Ipumenenue I'K mosBosser npep-
BaTh HPHUCTYN 3a00JEeBaHMSA, OTHAKO HE NPEJOTBpAIacT Pa3BUTHUS
ouepenHbIX obocTpeHuid [ 3 ]. Psa aBTOpoB omucany ycIellHbIe pe-
3yIbTaThl IPUMEHEHUS IIUMETHANHA, KOTOPbIH HHTHOUpYeT cympec-
cuto T knerok, Ginokupys H2 peuenrtopsr rucramuna [11,17]. Kpo-
M€ TOro, 3TOT MpenapaTr yBeIHUUBaeT NPOAYKIHUIO HHTepdepoHa,
HEUTPOYHUIBHBINA 1 03HHO(DHIBHBIH XEMOTAKCHUC.

B 1989 & Y.S. Abramson ¢ coaBT. BriepBbie COOOIIUIN O BBICOKO#T
9(()eKTUBHOCTH TOH3MWIDKTOMHH B COUETAHUHU C aJCHOTOMHEH y
OonbHbIX ¢ cuHapoMoM PFAPA [1]. OnHako apyrue uccrnenoBare-
JIM OTHECJIUCh KPUTHYHO K OTOH MHPOPMAIHMM HU3-32 HEOOJBIIOrO
gycaa HaONIONaBIIMXCS aBTOpaMu OONBHBIX [26]. B mampHeimrem
R.A.Dahn c coaBT. [6] BHOBb MOJUEPKHYIN IIOJOKHUTEIBHYIO PO
TOH3WJUIDKTOMHUHM BJeueHun 5 nereit ¢ cunapomom PFAPA. Ilo3x-
nee, B 2002 1. E. Galanakis c¢ coasr. [13] Takxke cooOumimm o 1momo0-
HBIX pe3ylIbTaTax y ieTei ¢ JaHHBIM cHHApoMoM. Kak mokasamu ux
HCCIIeI0BAHMUS, TOH3MILIDKTOMEsSI ObUTa o dexkTuBHo#t y 7 u3 11 ma-
nueHToB (64%). DOTH ke aBTOPHI PEKOMEHIOBAIN OTHOBPEMEHHOE
qnurtensHoe npumeHenue 'K, He oka3pIBarolUX MO HMX MHEHMIO
yuep0a 11 310pOBbsl MAUEHTOB ¢ CHHAPOMOM Mapmania.

O06001mas nuTepaTypHble JaHHbBIE, MOCBSIICHHbIE 3(deKTHB-
HOCTH TOH3HJUIDKTOMUHY y ACTEH C OMUCBIBAEMBIM CHHIPOMOM, MOXK-
HO KOHCTaTHpoBaTh ee¢ dddexTuBHOCTE Yy 90,6 % Gompubix. Ilo
MHeHuo M. Berlucchi ¢ coaBT. [3] TOH3HIDKTOMHUIO Ha CETOHSII-
HHUH JIeHb CIEAyeT CUMTATh JIyYIIHM METOJIOM JICYCHHUS] CHHIPOMaA
PFAPA.
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B 1989 r R.T. Tomas ¢ coaBr. [26] nmpeacTaBuiId ONUCAHUE JIH-
TEJILHOTO HaOI0/IeHNsT GOJIBIIIOro Yicia MAalMeHTOB C CHHAPOMOM
PFAPA. Ilo ux mHeHuto cunapom PFAPA wmoxer paspemarbcs
CIIOHTAHHO IOCJI€ HECKOJBbKUX JieT Oose3nu. Tak, y 34 u3 84 (41%)
HCCIIEIOBAaHHBIX JIeTell He OTME4aloCh MPUCTYIOB 3a00JCBAHUS B
TedeHHe |roxa, mocue AnuBIIErocs 6oiee 4-X JNeT PeHUAUBUPYIO-
IIer0 JIHXOPaJ0YHOTO CHHApoMa. Y ocraBmuecs 59 % manueHToB
SMU30/1bl JIMXOPAJKU CTaJId PeXe, CO CPeHUM HHTepBasioM B 40,2
JHS. AHaIM3 pas3IMuHBIX METOJOB J€UEHHUs] ITUX JeTel MOATBEpIHIT
nonoxutenbueiii 3¢ dext 'K, a takxke BbICOKyIO 3PPEeKTHBHOCTH
npuMeHeHHs uuMmeTruauHa. IIpekpameHue npuemMa LUMETHIHHA
MPHUBOJMIIO K PEIIMIUBUPOBAHUIO IAaTOJOIHUECKOIO Mpolecca.

B T0 e BpeMsl HEKOTOpBIE HCCIENOBATENIN CUUTAIOT, YTO JaCTO-
Ta U JUIUTENBHOCTh IPHCTYIOB OOJIE3HH, a TaKKe BBIPAXKECHHOCTH
KIMHHYECKOH CUMIITOMATUKH moJ BausHueM Tepanuu ['K He MeHs-
ercsl.

Taxkum 06pa3oMm, NpHUBeAEHHbIE B IUTEPaType CBEACHUS CBHIE-
TEJIECTBYIOT O HEOJAHO3HAYHOCTH OI[CHKHU PAa3IIMYHBIX METOJOB JIeUe-
HUs JieTell ¢ JaHHBIM CHHIPOMOM.

VYuuthiBass peaxkocTh BeTpeyaemocTH cuHapoma PFAPA, cxo-
JKECTh MHOTUX €ro KIMHMYECKUX NPOSIBICHUN C psZIoM peBMaTHyec-
KHX 3a00JIeBaHHH, OTCYTCTBHE B OT€UECTBEHHOH JIUTEpaType MyOIH-
KallMi, MOCBALICHHBIX 3TOMY CBO€OOpa3HOMY 3a00JIEBAHUIO, IpH-
BOJHM CBOE KIMHHYECKOE HAOIIOJeHNUE:

Bonwnoit K. I.  2-x ner, HaOmromaeTcss aMOyiIaTopHO B JETCKOM
xnuHuke I'Y Muctutyt pesmatonorun PAMH c uions 2004 r. U3
aHaMHe3a U3BECTHO, YTO MAJIbYHK OT 2-0il husnonorundeckoi Gepe-
MEHHOCTH, 2-X CpPOYHBIX pojoB. Poxuiics ¢ maccoit 3 kr, niuHou 50
CM, C POXKICHUS HAXOAMJICS HAa HUCKYCCTBCHHOM BCKapMIIMBaHHH.
Poc u pasBuBaics HOpMalbHO. B rpyaHOM BoO3pacTe IepeHEC
KHIIe4HbIi aucbakrepnos. Yacro Gonmeer OPBU. Hacnencrtsen-
HOCTb He oTsAromieHa. IIpUBUT He MOITHOCTBIO ( M3-3a HACTOSILETO
3aboneBaHus). AngeproaHaMHe3 CIIOKOHHBIMH.

JleGroT Hacrosimero 3a0oJieBaHUA K OTHOCHTCA K jAekalOpro
2001r. ( Ha ToT mepuoA pedeHky Obu1o 1,5 rona), Koraa 6e3 BUAMMBIX
IpEeIIECTBYIOINX NMPUYNH Yy HEero IosBWiIachk (GpeOpuibHas JINXO-
pazka ( ;o 39° wu BblmE), COMPOBOXKAaeMas 03HOOOM, UTUBIIAsICS
OKOJIO 6 CYTOK, ¢ KIMHUKON (apuHruTa, meitHo# muMdaneHanatu-
eil, 3aTpy/IHEHHBIM HOCOBBIM JBIXaHHEM, runepemueii 3ena. . Uepes
6 HezmeNb pa3BHIICA MOBTOPHBIH IPHUCTYI, MpECTaBICHHBINH BCEMH
BBILIETIEPEUNCICHHBIMY CUMIITOMAMH, JUIUBIIUicA S aHel. Eme ue-
pe3 3 Hexenu OoTMevancs CIeIyoUUil NpUcTyn "AUarHoCTUPOBAH-
HOTO Ha TOT MOMEHT 3a00JIeBaHHs, aHAJIOTHYHEIH 10 KIMHUIECKOH
cumnromatuke. [Ipuem antubakrepuanbubix cpeacts u HIIBIT Obun
HenddexTuBeH. BHYTpUMBINIEYHO OJHOKPATHO OBLI BBeAEH Ipen-
HHU30JIOH, YTO HPUBEJO K KPATKOBPEMEHHOMY YIYYLICHHIO COCTOS-
Hus pebenka (Ha 3 yaca). OnHaKO Ha 6 CyTKU JIUXOPAIKH HA CIU3HUC-
TOMW MOJIOCTH PTa MOSIBUJINCh MHOXKECTBEHHbIE aThl. Bl Ha3Ha4YeH
MPEJHU30JIOH NMEPOPAIBHO B HA4alIbHOH 103€ 25 MI/CYT. C XOpOLUIUM
KIMHHYECKUM 3¢ (HEKTOM - IPUCTYI 3a00JICBaHMS IIPEKPATHIICS U HE
BO3HMKaJl BTeUeHHUE 2- X MeC. B 3TOT mepno MeIuKaMeHTO3HOTO Jie-
YeHHs MaTbUUK HE NOTydal. B aHann3ax KpoBH B 3TOT IIEPHOJ OTMeE-
yanack anemus ( HB 102 r/im), «eBslit casur» no 15 n/s Heltpodu-
noB, COD- 31 MM/4ac. B ananm3ax Mo4Mm - MpOTEHHYpUS, JNEiKO-
UUTypusi, sputpouutypus. Cueayroumuii npuctyn Obul "cmaszaH-
HEIM”, 3aByanupoBaHHEIM npuemoMm I'K. Temmeparypa moBblma-
nack 10 38°, B IIOJOCTH PTa BHOBB ONPECISIINCE EANHUYHBIC a(THI.
UYepes 1 mec. Ha (OHE CHMIKEHHS 103l IMPEIHU30J0HA BHOBb BO3-
HUK Pa3BEpPHYTHIA MPUCTYH, MpEACTaBICHHBIN (QeOpHIbHOI nuXxo-
pazakoi (o 39° ), yBenMUeHUEM MICHHBIX JI/y3JI0B, MOSBUBIINMCS Ha
TepBbIe CYTKH PEeLlUANBA PACHPOCTPAHCHHBIM a(TO3HBIM CTOMATHU-
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TOM, (apuHruTOM. Bes BhIIeyKka3aHHAsi CHMIITOMAaTHKa ObLIa MOJ-
HOCTBIO KyNHpPOBaHA IIOBBINICHHEM [03bl NPEAHU30JI0HA A0 25
MI/CYT.

PeGenok 3a BpeMs 00JIe3HH HEOTHOKPATHO OBLT KOHCYIBTHPO-
BaH B Pa3IMYHbIX JCUEOHBIX YIPESIKACHUIX, Tae B KPYT AU ( HepeHIn-
PYEMBIX COCTOSIHMI BKIIOYaiack 6one3Hb bexdera, cemeiinas cpeau-
3eMHOMOpCKas IHX0opanka, runepriodynuaemus D. IIposoxunucs
CHelHalbHbIe HCCIe0BaHuUs ( TeHeTHUECKHE, HMMYHOJIOTHYECKHE),
MO3BOJIMBIIME HCKIIOYUTH BBIIICNIEPEYHCICHHYI0 maTonoruto. O06-
cyxnaaics Marshall’s cunapom, oJHaKO OHAarHo3 OKOHYATEIbHO Be-
puduIEpoBaH HE OBLI.

B urone 2004 1. ObLT KOHCYJIBTUPOBAH B IETCKOW KIMHUKE MHC-
TuTyTa peBmarororun PAMH (uepe3 lHenmemo mociie MOCIEIHETO
MPUCTYMA).

IIpu ocmotpe: pedeHOK 2-X €T, akTUBHBIH. COCTOSHHE YHOB-
nerBoputenbHoe. XKamo6 Her. [IpaBHIBHOrO TEIOCIOXKEHUS, YAOB-
JICTBOPUTENBHOTO MUTaHUs. KOXHBIE ITOKPOBB YHCTHIE. 3€B - JIET-
Kasi THIEpeMHUs OyXeK, runepTpodus HeOHbIX MuHaanuH. Ciusuc-
ThIe MOJOCTH pTa 4YucThle, adT Her. IlanpmupyroTcs eAMHUYHBIE,
6e30051e3HEHHbIC, TIOJBYDKHBIC, HE CITassHHBIE C OKPYIKAIOIUMH TKa-
HSIMH U KOXeH IepenHe- , 3aJHENICHHbIe U TOH3WIUIIPHBIE TUM}O-
y3nel 1 -II crenenu. OcranbHble rpynmsl - 6e3 ocobeHHOCcTeil. B
JIETKUX IIy3pHIbHOE JbIXaHue. ['paHuIbl OTHOCUTEIBHOH CepaedHOit
TYIIOCTH B IIpeAeNax BO3pacTHOH HOpMBI. Ha Bepxymike u B 5 Touke
KOPOTKHH, HE CBA3aHHBIA ¢ 1TOHOM cucTonuyeckuii mym (GpyHK-
OUOHANBHEIN). JKHBOT MArkuii, 6e300JIe3HEHHBIIl IpHU MaJbIAINU.
Tleuens y kpas pebepHoii nyru. Cenesenka He nansnupyercs. Cycra-
BBl 0€3 BHIMMBIX NU3MEHEHUIl, aKTHBHEIC H ITIACCHBHLIC ABHKCHUS B
IOJHOM oObeMe, Oe30o0ie3HeHHbIe. Hepe3ko BhIpaKeHHbBIE IpPU3HA-
KU THIIEPMOOMIBHOCTH CYCTaBOB, YKJIaJbIBAIOIINECS B paMKH (HU3H-
onoruyeckux. B aHamu3ax KpOBH M MOYH HATOJOTUH HE BBISBICHO.

Ha MomeHT ocMoTpa nosydan npeaHu30i0H B o3¢ 12,5 mMr/ cyt.
B TEYECHHE 5 AHEH.

O6001eHne JaHHBIX aHAMHE3a, UCTOPUH Pa3BUTHS HACTOSILErO
3a00I€BaHKsA, €T0 IBONIONHH, HEOJHOKPATHO HMEBIIEr0 MECTO pa-
Hee KIMHHYECKOT0 CHMIITOMOKOIIEKca (IepHoandeckas THXOpaj-
Ka, aTO3HBIH CTOMATUT, (apUHTUT, MICHHBIH TUM(ATCHHUT), OTCYT-
CTBUE KJIMHMYECKUX NPOsIBIEHUI 3a0601€BaHUS HA MOMEHT OCMOT-
pa, ¢ y4eToM pe3yNIbTaTOB KOMIUIEKCHOTO 00CIIeOBaHHUS, IPOBEICH-
HOTO HAa IpPEeABIAYIINX dTanax HaONIOJeHHS, U UCKIIOYESHUS OCHOB-
HBIX 3200JIeBaHUH, CONPOBOXKIAIOMHUXCA IEPHOANIECCKON JITHXOpas-
KOif, 1aJl0 HaM OCHOBaHHE CUUTATh HauOoJiee BEPOSTHBIM, JHArHO3
cunapoma PFAPA mnn  cunapoma Mapmania.

PexomengoBaHo mponomkuth npueM 'K ¢ mocremeHHBIM CHU-
JKEHHEM J103bl U IOJHOH OTMEHOW Ipemnapara v MOBTOPHBIM Ha3Ha-
YeHHEeM Ipernapara B IepBHIil JeHb HOBOTO IPHCTYIIA.

C 1esplo BO3MOXKHOI'O HPEJOTBPALIEHHs HMPUCTYNIOB PEKOMEH-
JIOBaH MpHeM IUIaKBEeHMJa B 103e 70 Mr/cyT.

PeGeHok ObLIT OCMOTpEH MOBTOPHO uepe3 6 Mec. B Bozpacrte 2,5
neT. B redenue npomreamero BpeMeH: IPUCTYIBI JINXOPAaJKH MOBTO-
pANUCH, OOHAKO HHTEPBAJbl MEXIy HHUMU yMIMHHINCH 1o 1,5-2 X
Mmec. Ilocme mpuema 25 Mr/cyT. IpeJHH30I0HA B IEPBBII JCHb IIPHC-
Tymna JUXOPaJOUYHbIl CHHAPOM OOBIYHO Cpa3y KyHHpOBaics, IIOCIEe
yero go3a I'K cHukanace 110 moJaHOW oTMeHBI. Jlpyras KiIMHHYECKas
CHUMITOMAaTHKa OKa3blBallach CTepTOH. B MexnpuctymnHslii mepuon
HUKAKUX OOJIE3HEHHBIX NPOsIBICHUI peGeHOk He mMen. [lpu mos-
TOPHOM ocMOTpe B MHCTUTYTE emie dyepe3 6 Mec. CUMIITOMEI Ooes-
HH TIOJIHOCTBIO OTCYTCTBOBAIH. MaJIbYMK MPAKTHYECKH 370POB.

Pebenky ocraBnen nquarno3 PFAPA wnu cunapom Mapmanna.
HabmnroeHune npogomkaeTcs.
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Familial hibemian

PFAPA (Periodic fever, aphtous stomatitis, pharingitis, cervical adenitisor) or Marshall’s syndrome in children

PFAPA (periodic fever, aphtous stomatitis, pharingitis, cervical adenitis) or Marshall’s syndrome is one of the
rare periodic fever conditions appearing in children. Its cause is unknown. This syndrome may continue for sev-
eral years. During interictal period the child is quite well, grows and develops normally. The disease should be dif-
ferentiated from Behcet's disease, cyclic neutropenia, familial Mediterranean fever, familial Ireland fever, hyper-
immunoglobulinemia D syndrome, systemic juvenile idiopathic arthritis, chronic tonsillitis, some infectious dis-
eases. Many drugs are used for the treatment of PFAPA syndrome: antibiotics, non-steroidal anti-inflammatory
drugs, chloroquin, antiviral drugs, glucocorticoids, cimetidin. Tonsillectomy is used quite often. Analysis ofthe
literature data shows that best results may be achieved with tonsillectomy (sometimes in combination with ade-
notomy). PFAPA in a child of 2 years age diagnosed for the first time in Russian pediatric rheumatology is

described.

Key words: Marshall's syndrome, PFAPA, periodicfever, tonsillitis, tonsillectomy, rare diseases in children





