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Pesiome

AKTyanbHOCTb. B HacTosILee BpeMs B IMTepaType ONUCAHO OKONO 374 cnyyaeB cuHapoma Mapwanna. 1o AaHHbIM HEKOTOPbIX aBTO-
pOB, PaCnpoCTpaHeHHOCTb cMHApoMa Mapuwanna coctaengeT 2,3 Ha 10 000 peteit, B uenom anuaemuonorms PFAPA-cunapoma B
[leTCKOM nonynguum HemssecTHa. Lenb. Hawe nccnenoBaHue gaBnseTcs 060CHOBaHMEM XMPYPrUYeCcKOro NeveHns y AeTei ¢ CMHAPO-
MoM Mapuwanna. 3agaum. [laHHoe UCCnefoBaHMe AaeT CPAaBHUTENbHYO OLEHKY 3IDdEKTUBHOCTU TOH3UANIKTOMUU U aAeHOTOH3UNIK-
TOMUW NPU [AHHOM CUHAPOME U OLEHMBAET MOKA3aTeNM KAYyecTBa XM3HM [0 M MOCIe XMPYPruyeckoro neveHus. Matepuansl u
meToabl. B uccnenoBaHune 6binm BKIOYEHBI 26 NALUMEHTOB C CMHAPOMOM MapLianna, 3 KoTopbix 18 nauneHTam BbIMOAHEHA afeHo-
TOH3UNNIKTOMUA U 8 nauneHTaM — NBYCTOPOHHAA TOH3UNNSKTOMMUA. Takxxe onucaH KAMHUYeCKuih cnyqa|7| TUMKUYHOTO NPOABIEHUA
cuHApoMa Maplanna v npeactaBneHbl KaTaMHecTMYeckue pesynbtatbl 3QMEKTUBHOCTU XMPYPrUYecKoro NeYeHns npu CUHapoMe
Mapluanna. B xone pabotbl 6bin pa3pabotaH afanTMpoBaHHbIA ONPOCHUK A5 OLEHKM Ka4yeCTBa XXM3HWU poanTenei fieTeit C CMHAPO-
MOM Mapuwanna. Pe3ynbratel. Pe3ynstaToM npoBeaeHHOM paboTbl siBRsSieTcs TOT (akT, YTO B OTHOWEHUM KynupoBaHus PFAPA-
CMHOpOMA Yy AeTei AOLWKOABHOMO M MAAALero LWKOoMbHOro Bo3pacTa bonee sddekTuBHa aaeHoToH3unnaktomus (88,2%), npu 3tom
TOH3MAN3KTOMMS Bblna 3deKTUBHON ToNbKO Y 55,6% nauneHToB. BeiBoa. [ pelueHns BONpoOCOB AMArHOCTUKM U NeYeHUS CUHAPO-
Ma Mapluanna HeobxoanuM MyNbTUAUCLMMAMHAPHDIA NOAXOA.

Onsa uutupoBaHusa: lOHycoB A.C, lapaweHko T.M., benasuHa MN.M., Pa3aHckas A.lL, Monoguosa E.B., CanoxHukoB .M. Pe3ynbtaThl
Xupypruueckoro nevenuns getet ¢ PFAPA-cunapomom. Meduyurckuti cosem. 2019;(17):244-251. doi: 10.21518/2079-701X-2019-
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Abstract

Rationale. Currently, the literature describes about 374 cases of Marshall syndrome. According to some authors, the prevalence of
Marshall syndrome is 2.3 per 10,000 children, in general, the epidemiology of PFAPA syndrome in the pediatric population is
unknown. Purpose. The aim of our study is to justify surgical treatment in children with Marshall syndrome. Objectives. The objec-
tives of this study are to give a comparative assessment of the effectiveness of tonsillectomy and adenotonzyllectomy for this
syndrome and to evaluate the quality of life indicators before and after surgical treatment. Materials and methods. The study
included 26 patients with Marshall syndrome, of which 18 patients underwent adenotonzyllectomy and 8 patients underwent
bilateral tonsillectomy. A clinical case of a typical manifestation of Marshall syndrome is also described, and follow-up results of
the effectiveness of surgical treatment for Marshall syndrome are presented. In the course of the work, an adapted questionnaire
was developed to assess the quality of life of parents of children with Marshall syndrome. Results. The result of our work is the
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fact that in relation to the relief of PFAPA-syndrome, children of preschool and primary school age have more effective adenoton-
sillectomy (88.2%), while tonsillectomy was effective only in 55.6% of patients. Conclusion. A multidisciplinary approach is required

to address the diagnosis and treatment of Marshall syndrome.
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BBELAEHUE

CuHopoM PFAPA (Periodic Fever, Adenitis, Pharynagitis,
Aphthous stomatitis) B HacTosLLee BpeMs sBngeTca npobne-
mon B JIOP-negnatpuu, T. K. HEKOTOpPOE BPEMS Ha3an MHOrne
CMeLmManuncTbl paccMaTpuBanu ero kak opdaHHoe 3abonesa-
Hue. O4yeBMAOHO, YTO 3TOT CMHAPOM CTAaHOBUTCS Bonee akTy-
anbHbIM B NPaKTUKe BPaYei-0TOPUHONAPUHIONOTOB M Neau-
aTpOB, YTO CBA3bIBAOT C CUCTEMHbBIMM ayTOBOCNANUTENbHbIMU
3aboneBaHuaMM, BKIOYAOWMMKU B cebs ceMeliHble nepuo-
LMYecKkne nnxopanku (nepuoamyeckyto 60n1esHb, CMHOPOM
Makna - Yannca v gp.). Bnepsbie PFAPA-cuHapom 6bin onu-
caH B 1987 r. G.S. Marshall et al. AsTopbl otmMeTuan y 12
naunveHToB A0 5 neT NoBTOPSLWMECS NPUCTYNbl IMXOPALKK,
NepuoaMYHOCTb KOTOpbIX BapbupoBana oT 2 o 12 Hen.
[OAnTenbHOCTb NIMXOpaAKKM COCTaBnana ot 3 40 5 aHen, nuxo-
pafika KynupoBanacb TONbKO MOC/e Npuema rMioKOKOPTUKO-
nooB. Y OONbLMHCTBA NALMEHTOB NPUCTYN MXOPALKM
COMPOBOXAANCS adTO3HBIM CTOMATUTOM, TOH3UNNODAPUHIU-
ToM, nuMdaaeHonaTunei, abaoMUHaNbHbIMKU 60NSMU, TOLWHO-
TOM M 03HOOOM. [MpK 3TOM HMKAKUX MMMYHOAEDULMTHBIX
HapyLlweHWI, a TakKe NPU3HaKoB BaKTepMANbHOW, BUPYCHOM
MAN TPUOKOBOM MHMEKUMK Yy HMX He Bbino. B Mexnpuctyn-
Hble MPOMEXYTKM [eTW YyBCTBOBanAM cebs 340pOBbIMM.
M3HayanbHO onMcaHHOe COCTOsHME Bbino 0603HAYEHO Kak
cuHapom Mapuwanna [1]. Cnycta HekoTopoe Bpems nocne
nogpobHoro onucanma H.M. Feder Ha3BaHue «CUMHOPOM
Mapwanna» 6bI10 M3MeHeHO Ha Ha3BaHue «FAPA» (Fever,
Adenitis, Pharyngitis, Aphthous stomatitis), a B 1989 . k
abbpesuatype pobasunu 6ykBy P, kotopas o6o3Havaer
nepuoanYecKnii xapaktep cMHapoma [2, 3].

MpUYMHBI BOSHMKHOBEHMS CMHAPOMA Mapluanna o cux
nop He BbISICHEHbl. HeKOTOpble aBTOpbLl MpeAnonaratT, YTo
CMHAPOM HOCWUT BOCMANUTENbHbIN XapakTep — U3-3a Kynupo-
BaHWS NPUCTYNOB NMXOPALKM C MOMOLLBIO FOKOKOPTUKOM-
[l0B, @ TaKXe BbICOKOIO YPOBHS LIUTOKMHOB BO BPEMS MOMb-
ema Temnepartypsl [4, 5].

Snupemuonorng PFAPA-cMHApOMa B LETCKOM nonyngumm
HEeW3BECTHa, HO, MO HEKOTOPbIM [AAHHbIM, PACNpOCTpaHeH-
HOCTb ero coctasnser 2,3 Ha 10 000 peten [6]. PFAPA-
CMHAPOM B [IETCKOM BO3pacTe BCTpeYaeTcs yalle, YeM aua-
rHocTupyeTtcs [7, 8]. PerynapHble nogbeMbl TeMnepaTtypbl npu
PFAPA-cnHapoMe 06bl4HO HAYMHAKOTCS B BO3pacTe OT 2 Ao 5
net [9], HO MOryT BCTpeyaThcs M B 6onee paHHeM BO3pacTe
[6, 10]. B nocnegHee Bpemsa NosiBUAMCH COODLLEHMS O BO3-

MOXHOCTM HanuMuus cuHApoMa Mapuwanna y B3poCbiX M
nogpoctkos [12]. CywecTByeT npefnonoxeHue, 4to K 3abo-
NneBaHuo 6onee CKAOHHbI ManbuyuMKM U MYXXUMHbI, BHE 3aBU-
CMMOCTM OT 3THMYecKoro daktopa [13].

[lnarHoctnka 1 neyeHune cuHapoma Mapluanna sSBnsTCs
aKTyanbHOM NpobsemMoit He TONbKO COBPEMEHHOM OTOPMHO-
NapWHroNOrMu, HO W NeauaTpun, TPeBYHT MHAMBUAYANbHOTO
noaxofa.uarHos «cMHapoM Mapliannas CTaBuTCS Ha OCHO-
BaHWMM TaKMX AMArHOCTUYECKUX KpUTEPUEB, KaK: hebpunbHas
NMXopagka Npu OTCYTCTBMU KIIMHMYECKOM KapTUHbI BUpYC-
HoW/6aKTepuanbHO/rpnbKoBON MHMEKLMI; adbTO3HbIA CTO-
MaTUT, TOH3UANOMAPUHIUT; WeEWHbIA NUMBALEHNT, TaKxKe
HOpMasibHbIM pOCT U pa3BUTHE NaumeHTa. [lnarHocTMyeckmum
KpUTEPUEM MOXHO CUMTATb KyMMpOBaHWE AMXOPALKM C
MOMOLLbID TNHOKOKOPTUKOMAOB. [epeyncineHHble Kputepmm
[LMAarHOCTUKM CMHApPOMa Mapuwanna MoryT BCTpeuyaTbCs M
npu LAPYrux MOHOTEHHbIX MEPUOAMYECKMX NMXOPALKaX, B
CBS3M C YeM HeobxoLMMO MpoBeAeHWe AOMOAHWUTENbHbIX
NnabopaTopHbIX W reHeTuyeckux obcnepoBaruin [14-17].
InddepeHumnansHyto guarHoctnky PFAPA-cuHopoma npo-
BOAST CO CNIeAYOWMMIM ayTOBOCMANUTENbHBIMU CUHAPOMAMMU:
LUMKNMYeCcKas HeWTpOneHus, CMUHAPOM CEMEeNHON cpean3em-
HOMOPCKOW NNMXOPaAKMU, CUHAPOM TUNEepPUMMYHOrnobynmHe-
mum D, TRAPS-cuHapom (TNF-receptor associated periodic
syndrome) u ap.

CyLlecTByeT HECKONbKO HanpaBieHWit NeyeHns CUHLPO-
Ma Mapuwanna, a UMeHHO: KOHCEPBATUBHOE SleYeHUe B Nepu-
oL npuctyna GedpunbHOW NMXOPaLKW; NevyeHue, Hamnpas-
NEHHOE Ha npefynpexaeHne BO3HWKHOBEHUS CMHAPOMA B
MEXMPUCTYMHOM NePUOE, @ TaKKe XMPYpruyeckoe nevyeHue.

Hofer et al. B8 2014 r. coobwwmnn o 301 naumeHTe C
PFAPA-cMHAPOMOM, KOTOPbIE Y4AaCTBOBAAN B MCC/IELOBAHMY,
13 Hux 147 nonyyanu rniOKOKOPTUKOWMAHYIO Tepanuto. Mocne
BBEAEHWS OOHOKPATHOM A03bl CTeponaoB y 93 n3 147 naum-
eHTOB Habnwpganocb ObICTpoe paspelleHne npucTyna
hebpunbHOM NMXopadku, B TO e BpeMs 46 naumeHTam
notpe6oBanoch NOBTOPHOE BBeAEHWE MpenapaTa, 04HAKo Y
8 MaLMeHTOB IMHOKOKOPTUKOMAHAS Tepanus He Aana noso-
XUTeNbHbIX pe3ynbtatoB [18]. B 3apybexHoit nutepatype
pan astopos (Tasher D., 2008; Aviel Y.B., 2016) npusoast
[laHHble 00 YCMEeLWHOM WMCMONb30BaHUM KONXMLMHA Y Naum-
eHTOB C cuHapoMoM Mapwanna (PFAPA). Mcnonb3oBaHue
KONXMUMHA Npu cMHApOMe Maplianna obycnoBieHO TeM, YTO
KNIMHWYeCKas KapTMHa 1 nabopaTopHble AaHHble CXOAHbI CO
TaKoOBbIMW NpW CPpeAHE3EMHOMOPCKOM NUXOpaaKe, Npu neve-
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HWM KOTOPOM 3TOT Npenapar NpMMEHSETCS MHOTO NieT. B Tex
CNyyasx, Koraa KonxmumH adbdeKkTMBeH y NaLMeHTOB C npea-
rosiaraeMbiM AMArHO30M «CMHAPOM Mapuwannay», cieayet
npoBecTu anddepeHUManbHyO AMArHOCTUKY CO CpefHe3eM-
HOMOPCKOW IMXOPaLKOMN.

B 1992 r. H.M. Feder BnepBble npeanoxun ncnonb3osatb
B KayecTBe NpOPUNAKTUYECKOTO NeYeHMS NALMEHTOB C CUH-
npomoM Mapwanna ummetuamH [19]. B uccnegosaHum, npo-
BeaeHHoM Thomas et al. B 2017 r.,, coobuaetcs 06 apdek-
TUBHOCTM UMMeTUAMHA Y 43% Habnogaembix B rpynne u3 28
NauMeHToB C CMHAPOMOM Mapuanna (ocyLWecTBasancs tene-
doHHbIV onpoc poanTenei) [20]. Mo aaHHbIM Wurster et al.,
cyTouHas no3a B 20-40 ™mr/kr umMMeTMamMHa B KavecTse
CUMMNTOMATMYECKON Tepanuu obnagana nonoXMUTENbHbIM
3dekToM TONMBKO Yy 6 M3 25 nauMeHToB C CMHAPOMOM
Mapuwanna, a y oCTanbHbIX le4yeHne npm3HaHo HeaddekTuB-
HbiM [21].

B nccnenoBanuun, npoBeneHHoM Stojanov et al., ykasbiea-
€TCsl, YUTO MHTepNenKknH-1 nrpaeT LeHTpanbHY ponb B NaTo-
reHese cuHopomMa Mapwanna. B rpynne n3 5 peteit C cuH-
[poMoM Mapuwanna npvem pa3oBon A03bl aHTaroHucra IL-1
(AHakMHpa) Ha BTOPOW [AeHb OTMeyeHO ocnabnexune
hebpunbHoro npucryna, ynyyweHve obuien KaMHUYecKown
KapTWHbl 3aboneBaHus M nabopaTopHbIX nokasatenen [19].
HecMoTps Ha onybnnkoBaHHble cooblieHns, bnokatopsl IL-1
[N neYyeHns cMHApoMa Mapuwanna ucnoab3yTcs AoCTaTou-
HO OrpaHMYeHHO W3-3a OTCYTCTBMS PaHAOMM3MPOBAHHbIX
uccnenoBaHui.

[MOKa3aHMAMM 4N XMPYPrUYECKOro NeYeHUs SBNSHTCS
yacTota M TSXKeCTb NpuCTynoB debpunbHOM NMXOpadKW, a
Takke HeaPhEeKTMBHOCTb KOHCEPBATMBHOIO NIEYEHMS.

MATEPUAJIbl U METOAbI

B LOeTckoM OTOPMHONAPUHIONOTMYECKOM OTAENEHMU
@Orey HKLO ®MBA Poccum Ha cTauMOHApHOM NeyvyeHumn

Ta6nuua. KnuHnyeckue nposiBneHns npu cuhapoMe Mapuuanna
B nepuof 06ocTpeHus 3aboneBaHus

Table . Clinical manifestations of Marshall syndrome during
an exacerbation of the disease

Konuuecreo nauueHToB ¢ cuapomMom Mapwanna

%

ToH3unauT:

* KaTapanbHbli 6 23
o ONNMKYNSPHbIiA 1 39
* NaKyHapHblii 19 75,1
JinmdaneHur:

o LIENHbIN 10 38,5
* He oTMeYann 16 61,5
AdTO3HbIN CTOMATUT 15 57,7
Ab0MUHanNbHas 60/1b 2 77
[onosHas 60nb 1 3,9
Aptpanrus 2 17,7
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HaxogMnucb 26 nNauveHTOB B BO3pacTe OT 2 feT 2 Mec. Ao
16 net 10 ™mec. (cpenHuii Bo3pacT — 7 neT 5 Mec.) ¢ aAnarHo-
30M «cuMHApoM Mapwanna» ¢ 2015 no 2019 r. laBHOCTb
3aboneBaHmMs coctaBuna ot lroga no 6 net.KataMHeCcTMYeckuii
nepuon HabntoaeHusa coctaBun 4 roga. [1o rocnutanmsaumm
nauMeHTam BbINONHEHbI MMMYHONOIMYECKME M TFeHeTuye-
ckMe obcnenoBaHus 4N UCKIYEHUS TeHEeTUYeckn aeTep-
MWHWUPOBAHHbIX NIMXOPAA0UHbIX CUHAPOMOB, MPOBEAEHDI
KOHCYNbTalUMM PEBMATONONOM, UMMYHO/IOTOM.

KnuHuyeckoe obcnenoBaHMe MALMEHTOB BKJKOYANo B
cebs: TWwaTenbHbIM c60p aHaMHe3a, OTOPMHONAPUHIONOrMYe-
CKWMIA OCMOTP C MCMONb30BAHMEM SHAOCKOMMYECKON OMTUKM,
nabopatopHoe obcneposaHue (AC/1-0, peBmMatomaHbli Gak-
Top, CPB, 0bwuit KNMHMYECKMIA aHaNU3 KPOBM), MMKPOBWO-
nornyeckoe uccienoBaHue. Y BCex NaLUMEHTOB OTMEYanuchb
CUMNTOMbI, NPeACTaBNEHHbIE B mabsiuye.

Y 100% naumeHTOB OTMEYancs OCTpbIM TOH3UAAWT, NpU
3TOM npeobnaganv B GOMbLWIMHCTBE Cy4YaeB NaKyHapHble
dopmbl Bocnanexus (73,1%). LelHblii niuMbageHuT amarHo-
ctmpoBancg y 38,5% naumeHToB, adTO3HbLIM CTOMATUT — Y
57,7% nauueHToB. TakMe CUMMTOMbI, Kak ronoBHas 00/b,
60nb B XMBOTE WM apTpanrMs OTMEeYanucb y HebOonbLIOro
KONMYEeCTBa MALMEHTOB (COOTBETCTBEHHO Y 3,9, 7,7 n 7,7%).

B cTaumoHape Takxe npoBefeHO aHKeTMPOBAHWE pOaM-
Teneil NauMeHTOB, KOTOPOE MO3BOMSIET flevalleMy Bpady
OLEHWTb BAMSHME CMHAPOMA MapLannia Ha KayecTBO XM3HM
pebeHka u poautenei (puc. 1). JaHHbI ONPOCHUK MoMoraeT
Bpayy onpenenunTbcs C AMArHO30M, T. K. OH CTaBWUTCS TOMbKO
Ha OCHOBAHMW KNUHWMYECKOM KapTUHbI 3a60neBaHMs.

B cBsi3n C TeM, YTo MauMeHTaM MHOTOKpPaTHO MPOBOAM-
Nnacb Tepanus MKOKOPTUKOCTEPOMAAMM, KaK NepBbli 3Tan
NeYeHUs BbIMOHEHO XMPYPr1MyYeckoe BMELLATeNbCTBO (TOH-
3UANIKTOMMS, ALEHOTOH3MNNIKTOMMS). BceM naumeHTam ¢
CMHApOMOM Mapuwanna B MOCAeonepaLmMoHHOM nepuoae
Ha3zHayeHa aHTMbaKTepuanbHasg U cMMNTOMaTMYeckas Tepa-
nus (obesbonmBatowme npenapatbl). CpefHUn cpok npebbi-
BaHMA B CTaLMOHape coctaBun 5 cyT.

PE3Y/IbTATbI

Bcem 26 naumeHTam c cMHapoMoM Maplianna nposefe-
HO Xxupypruyeckoe nedyexue (9 naumeHTam — ABYCTOPOHHSS
TOH3WUAN3KTOMMS, 17 naumeHTamM — afeHOTOH3UANIKTOMMS). Y
BCEX MALMEHTOB B aHAaMHe3e OTMeYaNUCb YacTble NpUCTYbl
hebpunbHOWM NMXOPALKM C KOPOTKMM MEXMPUCTYMHbIM
nepuoaoM n HeahdeKTMBHOCTb NMPOBOAMMOTO IeYEHMS.

CornacHo npoBefeHHOMY OMpPOCYy YPOBEHb KayecTBa
XWM3HM MAUMEHTOB, MO MHEHMWID poOAMTENeil, COCTaBUN B
cpenHem 75 6annoe (no 100-6annbHON LWKane), 4To cBuae-
TENbCTBYET O 3HAYMTENIbHOM CHWXXEHWMM KayecTBa >KM3HU
neten.

KaTtamHecTMyeckoe HabnwoeHue 3a nNauMeHTamMu U3
rpynnbl ¢ PFAPA-cuHapomoMm coctasnsno ot 1 roga fo 4 nert.
OcMmoTp nmaumeHTOB npoBoguncs cnycrs 6 mec, 12 mec.
nocne onepauuu, a B NOCNEAYIOLLEM KOHTPO/b COCTOSIHMS
nauueHToB ocyllectBnanca 1 pa3 B rof B TeyeHue 3 neT
B0  AMCTAHUMOHHO (MPU HEBO3MOXHOCTM MOCEWEeHMS
nonuknnHnkn ®IEY HKLLO ®MBA Poccunm).



PucyHok 1. AnanTupOBaHHbIA ONPOCHMK AN OLLEHKM KayecTBa XXM3HU, pazpaboTtaHHbiin M.S. Benninger (1997)

Figure 1. Adapted quality of life questionnaire developed by M.S. Benninger (1997)

OueHka BansHua cuiapoma Mapianna y pe6eHka Ha KauecTBo U3HU poauTenei
Anketa MoaudMumpoBaHHas, paspaboranHas M.S. Benninger (1997)

®. 1. 0. pebenka

N2 uctopum 6onesnu

Bo3pacr (para poxnenus)

Mon

Bec

Poct

[lata noctrynneHus [ata BbInucKu

DautenbHOCTb Npe6biBaHus B CTaMOHape  KOMKO-LHew

Anpec

Tenedon
KnuHuueckuii guarHo3 oCHOBHOM

@. 1. 0. poputens

1. Bcnencraue 6onestn Moero pebeHka i 4yBCTBYI0
cebs orpaH1yeHHbIM B BbIMONHEHUM 06bIYHbIX NOBCE-
[IHEBHbIX 3aHSATHIA:

[J Hukorpa

[ Moyt HuKoraa

[ MHorpa

[ Moytn Bcerga

[ Bcerpa

9. Mot pebeHoK u3-3a 6onesHu 0TCTaeT B GU3NYECKOM
Pa3BUTUM OT CBEPCTHUKOB:

[ Hukorpa

[ Moyt HuKoraa

[ WMHorpa

[ Moyt Bcerna

[ Bcerpa

16. Mot B3rnaA, Ha XW3Hb MEHSETCA B CBA3M C bones-
Hbl0 MOero pebeHka:

[ Hukorpa

[ Moyt HuKoraa

[ WHorpa

[ Moyt Bcerna

[ Bcerpa

2.BenepcTeue 6onesHu Moero pebeHka i orpaHuumMBat
CBOW OTAbIX U pa3BaeyeHus:

[ Hukorpa

[ Moy HuKoraa

[ WHorpa

[ Moyt Bcerna

[ Bcerpa

3. Banencrane bonesHn Moero pebeHka s YyBCTBYHO
cebs ycTaBwmm:

[ Hukorpa

[ MoyTH HMKorpa

[ WHorpa

[ Moytu Beerpa

[ Bcerpa

10. Bnencraue 6onesnu pebeHok He MOXET nocewatb
[LeTCK1e CMIOPTUBHBIE CEKLMM:

[ Hukorpa

[ Moy HuKoraa

[ WHorpa

[ Moyt BCerpa

[ Bcerpa

17.MHe TpyzHO NepekiouuTb BHUMaHKe ¢ 6onestu
Moero pebeHKa Ha Aipyrue Bonpocl:

[ Hukorpa

[ Moy HuKoraa

[ WHorpa

[ Moyt BCerpa

[ Bceraa

4. Banencraue 6onesnu Moero pebeHka s YyBCTBYHO
cebs 6eCroMOoLLHbIM:

[ Hukorpa

[ Moyt HuKoraa

[ UHorpa

[ Moyt Bcerpa

[ Bcerpa

11. Bcnencrsue 6onesu Moero pebeHka S 4yBCTBYIO
e pacCTpoeHHbIM:

[ Hukorpa

[ Moyt Hukoraa

[ WMHorpa

[ Toutm Beeraa

[ Bcerpa

18. Mosi iM4Has Xu3Hb yXyALWaeTcs u3-3a bonesnu
Moero pebexka:

[ Hukorpa

[ Moyt Hukoraa

[ WHorpa

[ Touty Beeraa

[ Bcerpa

5. DebpuribHan TMXOPAZKA CUAIBHO YXYALAET CaMOYYB-
CTBUE MOEro pebeHka:

[ Hukorpa

[ Moyt HuKoraa

[ WHorpa

[ Moyt Bcerpa

[ Bcerpa

12. Benencraue 6one3Hn pebeHOK He y4acTByeT B 3aHs-
TMSX, NpefiaraeMblX AETAM B €TCKOM cafy uam
LKone:

[ Hukorpa

[ Moyt HuKoraa

[ WMHorpa

[ Moyt Bcerpa

[ Bcerpa

6.Bo Bpems npucTynoB cTpafaeT anneTut pebeHKa:
[ Hukorpa

[ Moyt HuKoraa

[ WHorpa

[ TMoytn Bceraa

[ Bcerpa

13.3-3a 6one3Hn Moemy pebeHKy 4acTo MPUXOANUNOCH
NPUHMMATD NlekapCTBEHHbIE MpenapaTbl (aHTMBUOTUKA,
MMMYHOCTUMYNATOPbI, FOPMOHI):

[ Hukorpa

[ Moyt Hukoraa

[ UHorpa

[ Toutm Beeraa

[ Beerpa

7.M13-3a bone3u pebeHKy NpuxoauTCs Nponyckath
3aHATUA B LKOILHOM WM JOLWKOBHOM YYPEXIEHUAX:
[ Hukorpa

[ Moy HuKoraa

[ WHorpa

[ Moyt Bcerpa

[ Bcerna

14. Dunyeckoe HanpskeHme elle HonbLue yYXyAWaeT
COCTOSIHWE MOEro pebeHka:

[ Hukorpa

[ MoyTH HMKorpa

[ WMHorpa

[ Moytm Beerpa

[ Bcerpa

8. bonesHb Moero pebeHka yXyALaeT ero OTHOLEHMS C
LpY3bSMU:

[ Hukorpa

[ Moyt HuKoraa

[ UHorpa

[ Moytn Beerga

[ Bcerpa

15.T0,4T0 y Moero pebeHka YacTble 3MU30Abl 0CTPOro
TOH3MANOhAPUHTUTA U TMXOPALKH, OTMYrMBAET OT
0bLeHus ero Apy3eit U UX poguTenei:

[ Hukorza

[ Moyt HuKoraa

[ WHorpa

[ Moyt Bcerna

[ Bcerpa

19. M3-3a 6one3nu Moero pebeHka st He Mory NofHo-
CTbI0 paccnabuTbes:

[ Hukorpa

[ Moyt HuKoraa

[ WHorpa

[ Moyt BCerpa

[ Bcerpa

20. bonesHb Moero pebeHka NPUBOANUT MeHS B 3aMeLla-
TENbCTBO:

[ Hukorpa

[ Moyt HuKoraa

[ WHorpa

[ Moyt Bcerpa

[ Bcerna

Mopcuet 6annos:

1 6ann - HuKorAa;

2 6anna - noyTH HUKOTAQ;
3 6anna - uHorpa;

4 banna - noyTv BCeraa;
5 6annos - Bcerga

WHTepnpeTaumsa pesynbraros:
20-25 6annos - xopowee
26-50 6annos - cpegHee
51-75 6annos - nnoxoe
76-100 6ann0B - 04eHb Nnoxoe
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@ PucyHok 2. 3ODEKTUBHOCTb TOH3UNNIKTOMUM U aAEHOTOH3U-
3KTOMUW B OTHOLLEHWUM KynupoBaHus PFAPA-cuHapoma

@ Figure 2. The effectiveness of tonsillectomy and
adenotonzyllectomy in relation to the relief of PFAPA syndrome

a. cnycTa 6 mec. 6. criycta 12 mec.
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B Teuenne 6 Mec. nocne onepauum y 6 NaLMEHTOB
(23,1%) oTMey4anucb NpUCTyNbl IMXOpPaSKuK: No 4 npucryna —
y 2 naumeHToB, 2 npuctyna -y 1 naumeHTa, 1 npuctyn nepe-
Hec 1 nauneHT. BaKHO OTMETUTb, 4TO NOCNE TOH3UANIKTOMUK
MOBTOPHbIE MPUCTYMbl TMXOPAAKM BO3HMKANM Yale y 4 u3 9
npoonepupoBaHHbIX. B TO ke Bpems nocne nNpoBeaeHHOW
afeHOTOH3MAN3KTOMMKM (N = 17) 6bIN0 3aPUKCMPOBAHO MO
1 npuctyny nMxopasku ToNbKo y 2 nauneHToB (puc. 2a). Mpu
Habnwogerun ¢ 6 po 12 mec. nocne onepauum - MOMHOe
OTCYTCTBME peumanBoB (puc. 20).

Hwxke npeactaBneH KiauHuyeckul cayyal € TUMUYHON
KapTMHOM cnHapoma Mapuwanna.

Manbuuk K., 6 neT, nocTynua B AETCKOE OTOPUHONAPUHIO-
normnyeckoe otoeneHne GreyY HKLO ®MBA Poccum ¢ xano-
6amMu Ha peunaMBMPYIOLLME 3MU304bI OCTPOrO TOH3WUAWTA
Ha MPOTSHKEHWUM 2 neT.

M3 aHaMHe3a XW3HM U3BECTHO, YTO pebeHOoK OT nepBoi
6epeMeHHOCTM M MNepBblX poaoB 6e3 ocnoxHeHuin. Poapbl
CBOEBPEMEHHbIE, eCcTeCTBEHHbIE, pocT 52 cM, Bec 3200 r. Mpwn
POXAEHWUM OLLeHKa No Wkane Anrap 7-8, rpyLHoe BCKapMu-
BaHuWe [0 6 Mec. O6s3aTebHble NMPUBMBKKM MPOBEAEHbI B
popnome. B 9 mec. Bnepsbie nepeHec OPBW. 1o 2 neT pebe-
HOK TpWXAbl OblN FOCNUTANN3MPOBAH B AETCKOE MHDEKLMOH-
HOe OTAeneHWe Mu3-3a Hekynupyemow (GebpunbHOM Nmxo-
pagku. letckne nHdekumn poamuTeny oTpULLAIOT.

HacnencrBeHHbIM aHaMHe3 He OTAroweH, poauTenu 340-
pOBbI.

AHamHe3 3aboneBaHus: BnepBble B 3-Ne€THEM BO3pacTe
poauTenu 3ameTunu y pebeHka yBenuveHue LIerHbIX IUM-
doy3noB nocie nepuoamMyeckmx MoLbeMOB TeMMepaTypbl.
HaunHas ¢ mapta 2015 r. Ha doHe dhebpunbHOM AMxopaaku
6bI10 OTMEYEHO NOSBNEHME HANETOB HAa MUHAANUHAX, adT B
MoNoCTU pTa, AMMdaLeHONATUK, NPU 3TOM TemnepaTtypa Tena
He CHMXaNnacb NPMEMOM aHTUNUPETMKOB (puc. 3).

MpUCTynbl AMXOPAAKM CTanM NOBTOPSTLCS C NEPUOANYHO-
cTbto 1 pa3 B Mecsill, AUTENbHOCTb COCTaBASNA 3—4 fHS, npu
KaXK4OM 3MM304e Ha3Havancs aHTMbakTepuanbHbli npenapar
napeHTepanbHo (Leda3onuH, LedaTokCuM, aMOKCULMIIMH).
B Hosbpe 2015 . npoBeaeHO HECKOMbKO KYpCOB MMMYHHOM
Tepanuu (AMUKCKH, BudepoH), npeanoxeHHo BpayoM-MMMy-
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HonoroM. Mocne neuveHuns npuctyn ¢ebpuabHOM AMXOPaLKK
CHOBa MOBTOPWICS, KYMMPOBAH NapeHTepasibHbIM BBEAEHUEM
npeaH13onoHa B fo3uposke 1 mr/kr Maccel Tena. Mocnenyto-
wme GebpunbHble NPUCTYMbl CONPOBOXAANUCL NMMbaLeHO-
naTmen U GapuHIMTOM, AIUTENBHOCTb NPUCTYNOB COCTaBASNA
2,5 nHa. B nekabpe 2016 1. KOHCYNLTMPOBaH MMMYHOMOTOM B
@®Ir6HY HANP M. B.A. HacoHoBoW, rae BnepBble Hbla yCTaHOB-
NeH AMarHos: cHapoM Mapluanna. PekoMeHA0BaHO UCKIIHO-
UYUTb MMMYHOMOAYIMPYIOLWME U WMMMYHOCTUMYIUPYLOLLME
npenapatbl. COrnacHo pesynbrataM aHanU30B, NONYYEHHbIX 13
aMOynaTopHOM KapTbl, y NaLMeHTa OTMEeYanocCb MNoBbILLEHME
CO3 po 25-35 MM/4 (HopMa ans ManbymkoB — 1-15 Mm/u).

[pu oCMOTpe nauMeHTa COCTOSIHME OLEeHMBANOCh Kak
yAoBneTsoputenbHoe. PebeHok NpaBuabHOIO TENOCNOXKEHMS.
KoxHble mokpoBbl 4yucTble, 6e3 cbinu, 61efHO-pO30BbIe.
JiumdaTtnyeckne y3nbl Npu nanbnaumm NomaBuKHble, 6e360-
Ne3HEeHHbIe, INacTUYHble: HUxHeuventocTHble — 0,7 x 0,5 M,
werHble — 0,5 x 0,5 cm. OTekoB HeT. [pu ocmotpe JIOP-
OpraHoB 0TMeYanocb CBOHOAHOE HOCOBOE AbIXaHWe, HeOHble
MUHLANMHBI || cTeneHu, pbixible, YUCTble OT HaneToB. S3biK
«reorpaduueckmity. [pixatenbHas M CepAeyYHO-CoCyamcTas
cucTembl 6e3 Natonormu.

© PucyHok 3. OunarHoctuyeckune kputepun PFAPA-cuHapoma
© Figure 3. Diagnostic criteria for PFAPA syndrome

MposB/iEHWE OCTPOro TOH3U/IMTA BO BPEMS NPUCTYNa

sBneHns adTo3Horo ctromatuta




Ha porocnuTanbHOM 3Tane nauMeHTy NpoBeAeHO Cleny-
lowee obcnenoBaHMe: Npyu TUMMPOBAHWM BUPYC NanuAIOMbI
4yenoBeka He BbISB/IEH; aHTUTEN K LMTOMEranoBMpycy, HU K
O[LHOMY aHTWUreHy BMpyca dnwTeiHa — bapp He obHapyxe-
Ho; CPBb - oTpuuaTenbHbIi, peBMaTOMAHbIN HakTop — OTpu-
uatenbHbin, AC/1-O - oTtpuuatenbHbid. Bpayom-peBmato-
NIOroM NaToNOrMK He BbISIBIEHO.

Cy4eToM MOBTOPSAKOLLMXCA NPUCTYNOB IMXOPALKM, COMpPO-
BOXAAIOLLMXCS SBNEHUAMU TOH3UANUTA, ADTO3HOrO CTOMATH-
Ta M IMMBAZEHUTOM, YACTbIM MPUEMOM aHTUOAKTEPUANbHbIX
npenapatoB (10-15 kypcoB aHTnbakTepuanbHOM Tepanuu
Ha NPOTSXKEHUM 2 NET), KYNUPYeMblX NapeHTepasnbHbIM BBE-
[leHMeM TNIOKOKOPTUKOCTEPOUAOB, pebeHKy peEKOMEeHL0BAHO
npoBefeHue TOH3UANIKTOMUM C OAHOMOMEHTHOM afeHOTO-
MUEN.

Mo pe3ynbTataM MpennoXeHHOro OMpPOCHMKA KavyecTBo
KM3HM NauMeHTa poaMTENsSIMU OLEHMBANOCh Kak HeyaoBeT-
BOPUTENbHOE.

31 oktabps 2017 r. npoBefeHa 3HLOCKONMYeckas ageHo-
TOMWUS C TOH3WANIKTOMMEN. [locneonepaumoHHbIi nepuos
npotekan 6e3 ocobeHHocTe. BbinucaH pebeHoK Ha 4-e cyT
nocne onepawuu.

Mpu KaTaMHecTMYeCcKoM HabnwoneHun pebeHka B Teuye-
HWe 2 neT nocne onepaumu HU OAHOro npuctyna Gedbpunb-
HOM NUXOPaLKK He OTMEeYanocs.

BbIBO/AbI

Xupypruyeckoe neveHne cMHapoMa Mapwanna (ageHo-
TOH3WANIKTOMMUS NN ABYCTOPOHHSAS TOH3WUANIKTOMMS) Npo-
BOLMTCS B TeX C/y4asx, KOr4a KOHCEpBAaTUBHOE fieyeHue
6e3ycnewHo. Mbl MPULLIAKN K BbIBOAY, YTO B OTHOLLIEHUK KYMNK-
poBaHus PFAPA-cuHapoMa y LeTeilt JOWKONbHOro U MNafd-
Lero LKOAbHOro BO3pacTta bonee 3PdeKTMBHA a[E€HOTOH-
3unnaktomums (88,2%), uem ToH3unn3ktoMms (55,6%).

B cBsi3u € TeM, yTo cHApOM Mapluanna gMarHoctnpyercs
He Tak 4acTo, NeamaTpbl U OTOPUHONAPUHIONOMM, KOTOPbIE B
nepByl oyepefb CTaNKMBAKOTCS C TakMMW MaLMEHTaMM,
[LOMIXHbI ObITb Ype3BbIYAMHO HACTOPOXEHHbBIMM NPU PeLuam-
BMPYIOLMX INXOPAAKAX C CUHAPOMOM OCTPOro ToH3uAnoda-
pWHTUTA, CTOMATUTA, T. K. CBOEBPEMEHHAs [AMArHOCTUMKa M
3bdeKkTMBHOE NeyeHne MMeT BaKHOe 3HayeHue ans npa-
BM/IbHOIO AafbHeNLero pa3sutna pebeHka, npeaynpexaatT
ype3MepHoe M HeobOOCHOBAHHOE Ha3HayeHue aHTMBUOTU-
KoB. [Ins pelweHns AaHHOM nNpobnemMbl HEOOX0AMM MYNbTU-
OMCUMNAMHAPHBIA MoAXod, COTPYAHUMYECTBO CREeLManmucToB
KaK Ha 3Tane AMarHoCTMKK, TakK M Ha 3Tane eYeHus), BbInos-
HeHue neyebHbIX MPOTOKOOB.
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