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PE3IOME. Beegenne. Cuiapom PFAPA (Periodic Fever, Aphthous stomatitis, Pharyngitis, Adenitis) (cungpom
Mapwanna) — pegkoe 3aboneBaHue, NPeMMyLLECTBEHHO BCTpeYatoLieecs y AeTell paHHero Bo3pacta. dT1a na-
TONOMNs BbI3bIBAET OCOOLIA UHTEpec 6narofaps CBOeobpasHOW KNNHMYECKOI KapTUHE, xapakTepusyowieics
nepuoanYecKoil nnxopagkoi, ahpTo3HbIM CTOMATUTOM, GapuHTUTOM M afieHUTOM. OCHOBHas 0COGEHHOCTb CUH-
Apoma PFAPA 3akntovaeTcs B perynsipHbix, LMKANYECKM MOBTOPSAIOLLNXCA NPUCTYNaX BbICOKON TemMnepaTypbl, B
nepuoj KOTOpOil AeTH CTAHOBATCA BANbIMY, XXaNYHOTCA Ha CUNIbHYIO 60N1b B FOPIIE, Y HUX OTMEYaeTCs runepemMus
¥ yBENMYEHNE MUHAANMWH, YTO YaCcTO CONPOBOXAAETCA FHOHbIMU HaneTamu. Eule oAHUM 3aMETHbIM CUMMITOMOM
CTQHOBMTCS LWEeNHbIA NUMbafeHNT — nuMdaTnyeckme y3nbl Ha LWee 3aMeTHO YBENUYUBAIOTCSA, MHOT4a AOCTH-
ras 4-6 cM B luamMeTpe, YTO Bbi3biBaeT TPEBOrYy y poauTeneil. He MeHee 3HaYMMbIM NPOSIBJIEHNEM CUYUTAETCH
adTO3HbIA CTOMATUT — MOSIBNIEHNE 6ONE3HEHHbIX AI3BOYEK BO PTY, KOTOPble JOCTAaBAAOT PEGEHKY OLLYTUMBIIA
auckoMpopT. HecMOTps Ha BbIpaX@HHOCTb CUMMNTOMOB, MEXAY NPUCTYNaMu LeTH YyBCTBYHOT cebst abCONOTHO
3/10pPOBbIMM, PAa3BUBAIOTCA HOPManbHO M He TEpAT Macchl Tena. 3To CNYXUT BaXHbIM oTanumem PFAPA ot
6O0NbLWMHCTBA APYrUX ayTOMMMYHHbIX WM UHPEKLMOHHbIX 3a60/1IeBaHUM, Y KOTOPbIX TeYEHUe 06bIYHO 6onee
TSXKEN0€e 1 CONPOBOXAAETCA LONTOBPEMEHHbBIMU HAapyLIEHUAMU 06LLEero cocTosHus. Ljenb nccnegoBanus — npo-
aHann3npoBaTb 0COBEHHOCTM TeyeHns cuHgpoma Mapwanna y AByX NaLUeHTOB C Pa3fiMyHbIMU KNUHUYECKUMN
NposiBNEHUsIMK, 06PaTUB BHUMaHWE Ha TPYAHOCTM AuddepeHunanbHo ANarHOCTUKN U KNOYeBble KpUTEpUN
nocTaHOBKM finarHo3a. MaTepuasnbi u MeTogbl. [1poBefieH PETPOCNEKTUBHbI aHaNN3 ABYX KNUHUYECKUX CyYaeB
y NaLMEHTOB C NOATBEPXAEHHbIM AnarHo3oM PFAPA-cuHapoma (no kputepusm Marshall u coaBT. unm Gattorno
1 coaBT.). Pe3ynbTatbl. KNMHUYECKME Cly4am NOKa3biBalOT HEO6XOAMMOCTb MybTUAUCLMIZIMHAPHOTO NoAX0Aa
npu BeAEeHUM 60NbHbIX C CMHAPOMOM Mapluanna Ans ynyylweHus Ka4ecTBa XXU3HU U MUHUMU3AL MU OCNIOXHEHN I
3aboneBaHus. [paBUAbHOE MOHUMaHWE KIMHUYECKOI KapTUHbI KpaiiHe BaXHO ANl CBOEBPEMEHHON AWarHo-
CTUKK, nof6opa aGGeKTUBHON Tepanun 1 ynyyleHns KayecTBa XU3HU Kak caMux AeTei, Tak U Ux pogutene.

KNIOYEBBIE CNIOBA: cuHgpom Mapuanna, nepuogndeckas amxopagka, apTosHbll cTOMaTUT, (papuHIrnT, ayTo-
MMMYHHbIe 3a60/1€BaHUS
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ABSTRACT. Introduction. PFAPA (Periodic Fever, Aphthous stomatitis, Pharyngitis, Adenitis) syndrome (Marshall
syndrome) is a rare disease predominantly found in young children. This pathology is of particular interest due
to its peculiar clinical picture, characterized by periodic fever, aphthous stomatitis, pharyngitis and adenitis. The
main feature of PFAPA syndrome is regular, cyclically recurring attacks of high fever, during which children become
lethargic, complain of severe sore throat, they have flushing and enlarged tonsils, which is often accompanied
by purulent plaque. Another noticeable symptom is cervical lymphadenitis — the lymph nodes in the neck are
noticeably enlarged, sometimes reaching 4-6 cm in diameter, which causes anxiety in parents. Aphthous stomatitis
is considered an equally significant manifestation — the appearance of painful ulcers in the mouth, which cause
significant discomfort to the child. Despite the severity of symptoms, between attacks, children feel absolutely
healthy, develop normally and do not lose body weight. This serves as an important difference between PFAPA
and most other autoimmune or infectious diseases, in which the course is usually more severe and accompanied
by long-term disorders of the general condition. The purpose of the study — to analyze the features of the course
of Marshall syndrome in two patients with different clinical manifestations, drawing attention to the difficulties of
differential diagnosis and key criteria for making a diagnosis. Materials and methods. Retrospective analysis of two
clinical cases in patients with a confirmed diagnosis of PFAPA syndrome (according to the criteria of Marshall et
al. or Gattorno et al.). Results. Clinical cases show the need for a multidisciplinary approach in the management
of patients with Marshall syndrome to improve quality of life and minimize complications of the disease. Proper
understanding of the clinical picture is extremely important for timely diagnosis, selection of effective therapy
and improvement of the quality of life of both the children themselves and their parents.
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PE3YNbTATbl U OBCY>KAEHUE

CuHgpoM Mapwanna — pefKoe reHeTMyeckoe 3a-
6oneBaHue, apnawweecs Gopmoii ayToBocnannuTeNb-
HOro 3a60sieBaHNUsi M XapaKTepuayrolieecs MHOro-
(baKTOpPHbIMKM NPOABMIEHUAMU, BKIKOYAS UMMYHHbIE
paccTPOiiCTBa, HApYLIEHNS CO CTOPOHbI KOXMW 1 onop-
HO-ABUraTenbHON cUcTeMbl. M3yyeHune 3TOro CUHLPO-
Ma BaXHO A8 paHHeil LUarHOCTUKM, NeYEHUst U Mo-
HUTOPUHra 3aboneBaHns. ITO NO3BOJUT MOBLICUTb
YPOBEHb OCBEAOM/IEHHOCTN Cpeam Bpayeli n Hacene-
HUMS, a TaKXXe paspaboTaTb NPeBEHTUBHbIE Mepbl AJis
CHMXEHUs pUCKa BO3HUKHOBEHUSI CUHApPOMA Y Oyay-
Wmx nokoneHni [1-3].

HecMoTps Ha fonrne uccneoBaHus, npuumnHa CUH-
napoma PFAPA (Periodic Fever, Aphthous stomatitis,
Pharyngitis, Adenitis) ocTtaeTcs HesicHoil. CuuTaeTcs,
yTO 3ab0NeBaHne CBA3aHO CO CMOPaZUYECKOi MyTa-
LiMeii reHa, 0jHaKO ero TOYHOEe NPOUCXOXAEHMe TPeby-
€T AaNbHeiLlero n3yyeHus.

MHTepecHO OTMETUTb, YTO cuHApoM PFAPA He
MMeeT onpeaeneHHon reorpadmyeckoii NpuUBSA3KU
U He HabnoaaeTca Ce30HHbIX BenneckoB. OH yalye
BCTpPeYaeTcsa y ManbyukoB, YEM Y AEBOYEK, W MO-
ABNSIETCA, KaK npaBuo, B Bo3pacTe oT 2 fo 5 ner.
Y 6onbluMHCTBA AETEN CUMNTOMbBI MOTYT UCUYE3HYTb
K WWKOJIbHOMY BO3pacTy, OHAaKO Y HEKOTOPbIX Nawu-
€HTOB OHU CNOCO6HbI MPOAOMKATLCA U BO B3POC/IOM
nepuoge.

Cungpom PFAPA — akTyanbHas TeMa B MeAULMH-
CKOM C006LLeCcTBe, TPe6YHOLLasn BHUMAHMSA W JalibHER-
WKX MCCNeAoBaTENbCKMX yCumii. OHMMaHMe 3TOro
COCTOSIHMSI MOMOXET B €ro AMarHOCTUKE W ynpasne-
HUU CUMMNTOMAMM, YTO 3HAUMTENbHO YAYYLWMUT Kaye-
CTBO XWU3HM naLneHTos [4, 5].

LLEAb UCCAEAOBAHUA

Llenb nccnefoBaHua — OLEHUTb HA NpUMepe LBYX
KNMHWYECKUX CJlyyaeB AMArHOCTUYECKYH 3Hauu-
MOCTb COBPEMEHHbIX KpUTEPUEB cUHApPOMa Mapuwan-
na B ycnoBusax nonumopdusama ero nposBlieHuii u
CXO[CTBA C APYrUMU NEPUOAUYECKMMM TNXOPaZKaMU
y peten.

MATEPUAADBI U METOADI

MpoBefeH peTpoCneKTUBHbIA aHanu3 ABYX Ku-
HUYECKMX CNyYyaeB y NaLMEHTOB C NOATBEPXAEHHbIM
anarHozoM PFAPA-cunppoma (no kputepusam Marshall
1 coaBT. unK Gattorno 1 coaBT.) C NOMHbIMU MeJULNH-
CKWMM AlaHHbIMM 3@ NEpPUOZ HabNIOAEHMS.

UcTopusa OoTKpbITUA

CuHapom PFAPA 6bin BnepBble onucaH B 1987 rogy
aHrnICKUM BpayoM W nefuatpom, LokTopoM MapTtu-
HoM MapwannomM. OH 06paTun BHUMaHWE Ha rpynny
nalneHToB, KOTOpPble EeMOHCTPUPOBanN onpeaeneH-
Hble COYeTaHWsi CUMNTOMOB, BKJHOYas MOBTOPAIOLLU-
eca MH(QEKLMN, HapyLLeHNa pasBUTUA U NPO6NEMBI C
Koxel. Bpay cob6pan flaHHble 0 CBOMX NauyMeHTax u ux
KNMHUYECKUX NPOSABNEHUAX, YTO MO3BOJNIO EMY Bbl-
AeNUTb YHUKANbHble CUMNTOMbl U 06BEANHUTL UX B
04HO 3aboneBaHue. Ero pabora 6bina OCHOBaHa Ha Ha-
ONOLEHNAX 3@ AETbMU, KOTOPbIE MPUXOAUIN HA KOH-
CyNbTaLuK C NOXOXMMU Npobnemamu.

Mocne nepBOHaYyaNbHOrO OMUCaHUA CUHApPOMA
paboTa Apyrux uccnepoBatenei noTBepANNA CyLye-
CTBOBaHMe CMHApPOMa Maplanna u ero npusHaku.
B panbHeiilueM npesjMeToOM U3yyeHUs CTanu Mexa-
HU3MbI €ro BOSHUKHOBEHMSA, FEHETUYECKNE acneKTbl U
BNMUAHNE HA UMMYHHYIO cucTemy [4, 6, 7.

C Tex nop 6binn NpoBefeHbl MHOTOYNUCTIEHHbIE UC-
CnefoBaHusa AN Nyyllero NOHUMaHUs 3TOro CUHAPO-
Ma, ero AMarHoCTMKM u nevenus. [loktop Mapwann
cTan M3BeCTHON GhuUrypoit B 9TOM Hanpas/ieHUH, U ero
BKMafg B MeLMLMHY Obli NPU3HAH B Hay4HbIX Kpyrax.
Takum obpasom, cMHAPOM Mapluanna cTan 3HauyuMbIM
OTKPbITUEM B NejuaTpuu, a UCCnefoBaHusa, HayaTtble
LOKTOpOM Mapuwannom, NpojonxawTca u no cei
JeHb [8-11].

dtMonaroreHes CUHApOMA

CvHppom Mapluanna cyuTaroT reTeporeHHbIM re-
HeTUyecku o6YCNOBNEHHBIM 3a60NEBaHNEM, HO KOH-
KPETHbIA MyTaHTHbIN FeH He BbISIBMIEH, YTO 3aTPYAHAET
reHeTMYECKYH AMAarHOCTUKY M OTIMYaeT 3aboneBaHne
OT M3BECTHbIX MOHOTEHHbIX 3a601€BaHNIA, CBA3AHHbIX
C MyTauusaMu B ONpeAeNeHHbIX reHax, B TOM yucne
MEFV npu cemeilHON cpean3eMHOMOPCKON Nuxopag-
Ke unum NLRP3 — npu KprmonupuH-acCoLUMpPOBaHHbIX
nepuogmyecknx cuxppomax (Cryopyrin-Assotiated
Periodic Syndromes — CAPS).

OCHOBHbIM 3BEHOM MaToOreHesa ABNAETCS rUnepak-
TUBALMA BPOXAEHHOTO (aHTUTEH-HE3aBUCUMOTO) UM-
MYHUTETa U rMnNepnpoayKumusa octpohasoBbix 6enKoB
(C-peakTuBHbIit 6enok — CPB), a Takxe xapakTepHas
ANs OCTPOro BOCMaNneHwsi peakuus KPpoBU: NeKOLN-
T03, HeiTpodunes, BbICOKAs CKOPOCTb OcefaHus apu-
TpouuToB (COJ). OCHOBHOI MefMaTop BOCMaNeHUs —
uHTepneiikuu 1 (IL-1) — npoayumupyetcs 6e3 npsMoro
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yyacTusi MUKPOGOB UM BMPYCOB B 06pa3oBaHHbIX B
HelnTpodunax u makpodarax 6eNKOBbIX KOMMEK-
cax — uHpnammacomax. 06cyxpaeTcs ponb rMnNoBu-
TamuHo3a D B KauecTBe Tpurrepa peLuanBoB CUHLPO-
ma Mapuanna.

CuHpgpom Mapluanna oTanyaeTcs YeTKON nepuo-
OVUYHOCTBIO NpucTynoB. B monoBuHe cnyyaes po-
ANTenn 60NbHOr0 MOTYT NpejckasaTtbh [eHb Havyana
cnegytoulero npuctyna. KatapanbHblii CUHAPOM He Xa-
pakTepeH. MHTepBanbl Mexgay aTakamu COCTaBNSIIOT
0T 2 [0 7 Hejenb U CO BPEMEHEM MOTYT YAMHATLCS.
CnoHTaHHoe pa3pelieHne hebpunbHOi ataku Habno-
aaetca yepes 3-6 aHei. MonHbIA Habop NPU3HAKOB,
[aBIUKMA Ha3BaHMe CUHLPOMY, HabngaeTca MeHee
yem B NONOBMHe cnyyaeB. Haubonee yacTo BCTpeya-
towmecs cumntoMbl (0T 70 Ao 90%) — dapuHruT unu
TOH3UNANT W WeiHblA nuMbageHuT. Mo OKOHYaHUK
anu3oAa oTMevaeTcs 6bicTpas perpeccus numoage-
HonaTun. AQTO3HbIA CTOMATUT HabnaaeTcs B nep-
BbI/ leHb NPUCTYNa Yy NoNOBUHbI 60/bHbIX [6, 8, 12].

Bo Bpems (ebpunbHOI aTakum 0TMeYaeTcs Neiiko-
unTo3, yBenmyeHnHas COJ, nosbiweHne ypoBHa CPB,
NPOKanbLMTOHMH — B Npejenax HopMbl. [locne oKoH-
YaHusl MpUcTyna Habngaetcsa GbicTpas HopManu3aa-
uMs nabopaTopHbIX MOKa3aTeneii. 3TMonoruyeckoe
obcnefoBaHune NauueHTa MOXET He AaBaTb NONOXM-
TeNbHbIX Pe3yNbTaToOB UK BbIABAATb BUPYCHbIE WK
6akTepmanbHble NaToreHbl, CBA3b C KOTOPbIMYU Y 60/1b-
Hbix ¢ PFAPA cuHppoM He ycTaHOBJIEHa.

[JvarHocTuyeckne kputepuu 3abonesanus 6binu
Bnepeble chopmMynmpoBaHbl Gary Marshall (Fapu Map-
wannom) u MmoanduympoBaHbl cnycts 10 net Kenneth
Thomas (KaHHeToM TomacoMm). K HUM oTHOCATCS Bbl-
LienepeyncrieHHble KIMHWYECKMe CUMNTOMbI, @ Tak-
X€ CPOKM Hauyana 3abosieBaHus B paHHEM Bo3pacTte
(Mnagwe 5 net), Hannune 6eCCMMNTOMHBIX UHTEp-
BasioB, HOPManbHbI POCT U pa3BuTUe pebeHka. [ns
yCTaHOB/EHUS fMarHo3a HeO6XOANMO TaKXKe UCKIIHO-
YUTb LMKNUYECKYIO HEHTPOMeHuto. [ononHUTENbHbIM
KpUTEpMeM LMarHOCTUKW IBASIETCA ObICTPbI OTBET
Ha Tepanuto rMIOKOKOpTMKocTeponaamu. OKoHyaTenb-
Hblii KTMHUYECKUI ANarHos, Kak NpaBuio, ycTaHaBu-
BaeT Bpay-pesmaronor [13, 14].

B HacTosLee BpeMS OCHOBHbIE LieNIu JIeYEHMS NpH
cuHapoMe Maplwanna — 370 KOHTPONb GebpuNbHbIX
aTak W yBeNNYEHWe WHTEPBANOB MEXAY Mepuojamu
060CTpeHns. MpuMeHeHNe rNOKOKOPTUKOCTEPOUAOB
(npepHn30m0H B pacyeTe 1-2 Mr/Kr B CyTKW) NO3BO-
NAeT paspewnTb CUMNTOMbI B TEYEHUE HECKONbKUX
yacoB, HO He npepoTBpalaeT peunausbl. Ha doHe
npuemMa NpejHM30JI0HAa OTMEYaKT yKopoyeHue 6Gec-
CUMMNTOMHbIX UHTEPBANIOB WU YMeHbLUEHUE TAXECTH

CHILDREN’S MEDICINE of the North-West

OB30PbI

aTak. lpy pesnCTeHTHOCTU K Tepanuu NMpPUMEHSIoT
XMpypruyeckoe nedyeHue (TOH3UNNIKTOMUSA UM afe-
HOTOH3MNNIKTOMUS), YTO NpefynpexpaeT HOBble
aTaku. Mpu coxpaHeHUn hedpUNbHbIX aTaK BO3MOXHO
npuMeHeHune aHTaroHucta IL-1 — aHakuHpbl. CUHAPOM
Mapluanna cuntaetca f06pOKayecTBeHHbIM 3ab0e-
BaHueM. CNoHTaHHOe ero paspelleHne Habnwgaercs
cnycta 4-8 net. B oTnnMune ot Apyrux aytosocnanu-
TeNbHbIX 3a60NIeBaHuiA, JaHHas NaToNorus He NpUBO-
ANT K GOpMUPOBaHUID aMUITONA03a.

MexaHusm passutus PFAPA-cuHppoma cBfA3aH
C BbICOKUM ypoBHeM uuTokuHoB (IL-1, TNFa, IL-6,
IL-12p70 u pp.), 4To 06YCNOBNEHO AUCpPerynsuueil,
B MepBYI0 oYepefb, BPOXAEHHOrO UMMYyHUTETA. Bee
aytoBocnanuTeNbHble CUHAPOMbI NPEACTaBAAKT CO-
60N KNWHMYECKWe pacCTPOMCTBA, BbI3BaHHbIE aHO-
ManbHO BbICOKUM BOCMAanUTENbHbIM MPOLECCOM,
0NOCpPeAoBaHHbIM KNeTKaMWU W MOMeKynaMn BPOX-
AEHHOW UMMYHHOI CMCTEMbI Yy NMpeapacnoioXeHHbIX
UHAMBMAYyMoB [15-17].

OTHOWeHMe K ponu MHbeKuun npu CUHZpome
Maplwanna He eANHOO6pPa3HO. IKCMEPUMEHTANbHO
YCTaHOBNEHO, YTO MUKPOOPraHU3Mbl MOTYT 3anyckaTtb
Kackaj NoBpexJeHunii BO BPOXAEHHOM UMMYHUTe-
Te. [pocTyHble NpU3HaKK BO BpeMs NUXOPaf0UHbIX
3MM3040B CONPOBOXAAOTCA MMM ONEHNel, Npyu 3TOM
HESICHO, 6bIN0 NN 3TO CNEeSCTBUEM YBEIMYEHNS MUESIO-
no3sa uiu Bo3BpalleHneM NUMPOLMTOB B nUMPaTu-
YECKYH TKaHb.

OyHKUNS HeliTpodUNoB TakKe HapywaeTcs us-3a
YCKOPEHHOro anonTosa 1 NoBblleHUs 06pa30BaHUs
aKTUBHbIX pajukKanoB Kucnopofja BO BpeMs arak
nuxopagku. Ponb MuHpanuH B passutun PFAPA po
KOHL,@ HEeN3BeCTHa, HO HabNOLAeTCA NONOXMUTENbHASsA
AMHaMMKa B 4acToTe aTak fnocie TOH3UNIKTOMUM.
MOXHO NPeAnonoXNTb, YTO MUHAANIMHBI MOTYT GbITb
MepBUYHbIM LIEHTPOM UK TPUITEPOM UMMYHHOWN AnC-
perynsiuum y npeapacnonoXeHHbix nuy. OAHaKo Tou-
HbIl MEXaHW3M WJIM TPUTTEpbl ayToOBOCManeHus ocra-
0TCA HEAACHBIMM.

HecMOTpsl Ha CXOXeCTb LUTOKWUHOB Npu UHGEK-
LIMOHHOM BOCMNaNeHUu U ayToBOCNaneHum, KNeTouHble
peakuuu pasnuvatotcs. lMpu nHdexkunu BocnaneHue
BbI3blBAETCA aKTUBaLUeid UMMYHHOW CUCTEMbI, TO-
raa Kak npu PFAPA BocnaneHue nHmuumpyetcs yepes
BPOX/EHHbI UMMYHHbIIi 0TBeET [18-23].

AvarHocTtuka
MeTtoAbl AMArHOCTUKU CUHAPOMA

JlmarHocTUYeckux nabopaTopHbIX TECTOB ANS yCTa-
HoBneHus PFAPA-cuHapoma He cyulectsyeT. [lnarHos
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B MEepBYK OuyepeAb CTaBMTCA NpPWU aHaNM3UpOBaHMU
UCTOpPNUM 60NIE3HM U Pe3yNbTaToB OCMOTPa.

B 6akTepuosornyeckom noceBe M3 3eBa MOXET
BbISIBNATbCA 6eTa-reMoIMTUYECKUA CTPEnTOKOKK
rpynnbl A (BICA), HO Ha neyeHue NEHULUNNUHAMU
[laHHble NaLMeHTbl He 0TBeYaloT. ITO NO3BONSAET cle-
naTb BbIBOJ, YTO OHU ABNAKTCA HocuTenssmu BICA,
TO ecTb UMeKLLMecs CUMNTOMbI He BbldBaHbl BI'CA-
TOH3MINODAPUHTUTOM.

B ocTpblii nepuog B aHann3ax KpoBuW BblisiBAeTCS
yMepeHHblii neiikountos (13,6+4,5x10°/ n), nosbiwwe-
Hue CO3 u CPB, HeilTponeHus. Bce nokasaTtenu Hop-
Manu3yTca B MEXNPUCTYMHbIA Nepnoga,.

PFAPA-cuHLpOM — 3TO [AMArHO3 MCKIHOYeHus.
B nepByto ouepeab UCKOYAKOTCA APYrie NPUYMHbI pe-
LMANBUPYIOLLEN NTUXOPaAKU: MHPEKL S, BOCNANNTeNb-
Hble 3a60/1eBaHNA KULIEYHNKA, TUXOpafLKa Npu Nnum-
tbome XoaKKWHA, LMKIMYeckas HeWTponeHus u ap.

[na onarHOCTUKU UMEIOT 3HaYyeHue cnegyowme
KpuTepuu:

1) 6onee Tpex 3aj0KYMEHTMPOBAHHbIX CTEPEOTUN-
HbIX 3MM3040B NXOPafKK, BOSHUKAOLWMX Yepes
perynsipHble NpOMeXyTKW BPEMEHH; Ans 0Tfenb-
HbIX MaLMEHTOB MHTEpPBasbl MeXAY npucTynamu
MOYTW UAEHTUYHBI B Npejenax oT ABYX L0 BOCb-
MW HeAenb; KaXablid ann3o[ 06bI4HO AANTCA OT
2 0o 7 [HEeR; BaXHO, YTO CUMNTOMbI KaXJoro
3Nn304a NPaKTUYECKN WAEHTUYHDI;

2) BO Bpemsi 060CTPeHUs y MaLMEeHTOB 4YacTo Ha-
ontogaetca GapuHruT, WeiiHas numdageHona-
T™!A unu abTo3HbI CTOMATUT,;

3) HopManbHble NapaMeTpbl pocTa M pas3BUTUSA
y petei;

4) paspeLieHne CUMNTOMOB B TEYEHNE HECKObKUX
YyacoB Moce NeYyeHns NpejHU30I0oHOM B BUae
OJHOKPaTHOW A03bl MNK BYX 03 C MHTEPBAIoM
ot 12 go 48 yacos [24].

H606XOAMMOCTb paHHero BbiABA€HUSA

IwnarnocTtuka PFAPA-cuHapoma, Kak u npexge, oc-
HOBbIBAETCSA Ha KIIMHUYECKNUX KPUTEPUSAX, MPEAJSIOKEH-
HbIXx MapLannom.

1. Mepuogmnyeckne anm3ofbl NUXOPALKN HauyMHa-
I0TCA 10 AOCTMXEHUSA PEBEHKOM 5 NeT 1 BO3HU-
KaloT C perynsipHbiMU UHTEPBaNaMm, 06bIYHO OT
26 po 30 gHei.

2.B cTagun o060CcTpeHus HabntopatTcs 06ume
CUMMTOMbI, COMPOBOX/AIOLMECH OTCYTCTBUEM
NPWU3HaKOB OCTPOro PecnupaTopHOro BUPYCHOMO
UHdeKLMoHHoro 3a6onesanus (OPBW), a Takxe oa-
HUM UM HECKOJTbKUMM W3 CNEAYIOLLNX CUMMTOMOB:

® a(TO3HbI CTOMATHT;

REVIEWS

® LeNHbIA NUMbaaeHuT;

® TOH3UNAUT (papuHruT).

3. JlabopaTopHble MapKepbl OCTPOro BocnaneHus

MOKasblBaloT Crefytolue pesynbraTbl:

® JIeNKoLUTO3;

® M0BblLUEHHAasA CKOPOCTb OCEAaHUs IpUTPOLUTOB.

4. Habntopaetcs GbICTPbIA MONOXUTENbHbIA OTBET

Ha KOpPTUKOCTEPOUAbI.
5. 0TMeyaeTcd MoJIHOe OTCYTCTBUE CUMNTOMOB
MeXJy annu3ofamn NUXopagKu.

6. Gusnuyeckoe U HepBHO-NCUXMYECKOE pa3BUTHE

pebeHKa COOTBETCTBYET HOpPME.

7. TlponcxoAnT BbI3JOPOBIEHMUE K MOJPOCTKOBOMY

Bo3pacry [25].

Bo Bpems anu3ofnoB PFAPA Habniopaetcs 3Hauu-
TenbHOEe yBenuyeHue 6UOXMMUYECKUX NOKasaTeneit
BocnaneHusi, Takux kak CPb 1 cbIBOPOTOYHbI aMusio-
ng (Serum amyloid A — SAA). MNokasatenb SAA npu-
3HaH BaXKHbIM A1l aHanu3a COCTOSAHUA NpKU ayToBOCNa-
NNTENbHbIX CUHAPOMAX, TaK Kak OH N03BOJISET OLEHUTb
TSXKECTb BOCManeHus Kak B Nepuoj 060CTpeHus, Tak
U B MEXMPUCTYNHOE BPeMs], a Takxke aQHeKTUBHOCTb
MPOTMBOBOCNANMTENIbHON TEpanun U PUCK pasBUTUSA
amunougosa. B otanumne o1 cpean3eMHOMOPCKONA Nu-
Xopagku, rae ypoBeHb SAA ocTaeTcs MOBbIWEHHbIM
MeXAy aTakamu 3abonesanus, npu PFAPA nokasatenu
CPbB 1 SAA B03BpalLLaloTCs K HOPME B MEXMNPUCTYMHbIE
UHTEpBanbl [26).

KanbuuitcesisbiBatowme 6enku rpynnol ST00A8/A9
1 S100A12 TakXKe 0Ka3blBalOTCS MHPOPMATUBHBIMU B
octpom nepuoge PFAPA. MpokanbLUUTOHUH, KOTOPbIi
4acTo UCMOMb3YeTCA B fUarHocTuke MHPeKLnii, He no-
Ka3blBaeT AOCTOBEPHOI HbOpMaLum gaxe npu de-
OpUNbHbIX COCTOAHUAX. Heb6onbluoe yBenuyeHmne KoH-
LeHTpauui 1gG, IgA n IgM npn HOpManbHOM YPOBHE
IgD Takxe MoXeT Habnogatbcs. Bce nabopatopHble
nokasaTenu JOCTaTOYHO 6bICTPO HOPManU3ytoTCa no-
CNe CHAATUS npucTyna.

OnddepeHunanbHblii guarHos PFAPA-cuHapoma
Heo6xo[MMO NPOBOAUTL B MEPBYH OYepeAb CO Cpe-
AV3EMHOMOPCKOI NNUXOpPajKoi, OCOBEHHO Yy Ma-
NeHbKWX fleTeil B pernoHax C BbICOKOW pacnpocTpa-
HEHHOCTbI 3TOW 6ONEe3HM, a TaKXe Yy MauueHToB C
LMKAUYECKMM TeMON0330M, KOTOPbIA NposBAsieTcs
aHanorMyHbIMU KNUHUYECKUMM npusHakamu. Cnegy-
€T TaKXe yYuTbiBaTb rUNepuMMyHornobynnHemuto D
W Apyrne BapuaHTbl ayToBOCNANUTENbHbIX CUHAPO-
MoB. PFAPA-cMHApPOM Bblfjensierca cpeaun aTux 3a-
6oneBaHunii npefckasyemMocTblo aTak (poAMUTENu
MOTFYT yKa3aTb TOYHYI AaTy 060CTPEHUs), BbICOKOI
3G heKTUBHOCTBIO KOPTUKOCTEPOUA0B (KOTopble npe-
KpallatoT JIMXopaAKy B TeUEHWEe HECKONbKMX 4acoB U,
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OB30PbI

Tabauua 1. NMPUYMHBI UCKAKOYEHWUS U3 UCCAEAOBAHUA NaUMEHTOB C CUHAPOMOM PFAPA, COOTBETCTBYIOLLMX KPUTEPUAM

pernctpa EUROFEVER/PRINTO [31]

Table 1. Reasons for exclusion from the study of patients with PFAPA syndrome who meet the EUROFEVER/PRINTO

registry criteria [31]

MpuunHa UCKAKOYEHUA
Reason for the exclusion

MoHoreHHble dOpMbl ayTOMMMYHHbIX BOCNAAUTEABHbIX 3aboneBaHNM

Monogenic autoinflammatory diseases:

* CUHAPOM AednumMTa MeBaAOHATKMHASbI
mevalonatekinase deficiency (MKD);

o TNF-peLienTop-accoLMUPOBaHHbIA NEPUOANUECKUIA CUHAPOM

TNF-receptor associated periodic syndrome

HentponeHusa
Neutropenia

CrapLuumi Bo3pact
Old age

MepBUYHBbIN UMMYHOAEDULMT HEYTOUHEHHbIN
Unspecified primary immune deficiency

AyTOMMMYHHOE BOCMNaAUTEAbHOE 3a60AeBaHUE HEAUDDEPEHLIMPOBAHHOE

Undifferentiated autoinfammatory diseases

BocnannTtenbHoe 3aboneBaHWeE KULLEYHMKA
Inflammatory bowel disease

OcTpbIi AMMPODBAACTHbLIN AEMKO3
Acute lymphoblastic leukemia

My3bIPHO-MOUYETOUHUKOBBIN PEDAIOKC
Vesicoureteral reflux

TepmoHeBpPO3
Thermoneurosis

MO HEM3BECTHbIM NPUYMHAM, YMEHbLLAKOT YacTOTY 3Nu-
30[10B), @ TAKXX€ XOPOLIMM KayeCTBOM XU3HU MEXZAY
npucTynamu 1 61aronpuATHLIM UCXOA0M.

CpaBHMTENbHOE TUCTONOrMYECKOE MCCefoBa-
HWe MuHpanuH naumentoB ¢ PFAPA-cuHapomom u
nauueHTa ¢ CUHAPOMOM OGCTPYKTUBHOIO anHO3 CHa,
npoeegeHHoe K. Manthiram u coaBT., nokasasno, 4To
MUHLaNUHbI Y nauneHtoB ¢ PFAPA nmenn meHblumne
pasMepbl FTepPMUHATUBHbIX LEHTPOB U 60J1ee WNPOKNii
MNOCKOKNETOYHbIA 3MNUTENNIA MO CPAaBHEHUIO C MaLu-
€HTaMu, CTpafatoLMMN OBCTPYKTUBHBIM amnHO3 CHa.
Mukpo6roTa MUHAANMH TaKXXe paccMaTpuBaeTca Kak
NOTeHUWanbHbIi TpUrrep Ans passuTUA NPUCTYNOB,
XOTS POSib KOHKPETHbIX MUKPOOPraHU3MOB He ycTa-
HoB/feHa. MUKPO6UOM MOXET 6biTb Kak NEPBUYHBIM
(GakTopoMm, 3anycKalLMM MaToNOrMYeCcKuii npoecc
BOCMaJieHUs, TaK U CNeACTBMEM MHOFOKPaTHbIX 3MH-
30/10B BOCMANIEHNA U NPUMEHSEMOI aHTUBaKTepuasb-
HOIi Tepanuu B xofie AnarHocTuku [27-30].

B nccnepoBanuu, nposeaeHHom B @by «HMUL
OFOWN um. ImuTpua PorayeBa» Munsapasa Poccun ¢
2012 roaa no pekabpb 2021 rona, 0606LIeHbI JaHHbIE
nauneHToB. Pa6oTa nonyyuna ogo6peHne He3aBUCH-

CHILDREN’S MEDICINE of the North-West

MOro 3TUYECKOro KOMUTETa W 6blfia yTBEPXKEHA pe-
WweHneM yyeHoro coseta HMUL, ATON nm. Omutpus
PorayeBa. lepBOHauYanbHO B UCClief0BaHMe 6binu
BK/OYEHbl 128 nauMeHTOB C AMArHO30M «CUHLPOM
PFAPA», COOTBETCTBYIOLMX COBPEMEHHbIM Knaccu-
(buKaunoHHbIM KpuTepusM pernctpa EUROFEVER/
PRINTO. OgHako npu nocnegytolemM aHanuse AaHHbixX
YMCNO YYaCTHUKOB CHU3MOCH Ao 101, 4To cBA3AHO C
BbISIBNEHWEM Y HEKOTOPbIX U3 HUX APYrUX AWArHo3os.,
BKJItOYAs pasnnyHble GOpMbl ayTOBOCNANUTENbHbIX
3a60/1eBaHNiA, HENTPONEHNUM, B TOM YMCIIE TAXENYHO
BPOXZEHHYIO HeliTponexuto, n apyrue (taén. 1).

NEYEHUE

B HacTosilwee BpeMs Haubonee 3QpPeKTUBHLIMYU
MeTofaMU JIeYeHUst ABNAIOTCA TNIOKOKOPTUKOCTEPO-
WAbI ANA KYNMPOBAHMSA MPUCTYNOB W XUPYpPruyeckme
BMeLaTeNbCTBa (aieHOTOH3UNNIKTOMUS MW TOH3UI-
NaKTOMUS).

YuutbiBas 6naronpuaTHOEe eCTECTBEHHOE TEYEHUE,
neyeHne Heobs3aTebHO. KNMHMYECKMIA OMbIT NOKa3bl-
BaeT, YTO XapomnoHMXKatwlme CpefCcTBa, Takme Kak
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auetamuHodeH (napauetramon) M HecTepoupHble
NPOTUBOBOCNANNTENbHbIE MpenapaTbl (M6ynpodeH),
HeapdeKTUBHbI B 60pbbe C APYyruMu CUMNTOMaMM
PFAPA, kpome niuxopagku.

[lna neyeHus B OCTpblii NepuoS HasHayarTcA
FMOKOKOPTUKOMAbI (NpefHM30M0H) B f03e 1-2 Mr/Kr
(MakcumanbHas gosa 60 Mr). OCHOBHbIM HegocTart-
KOM TaKoii Tepanuu ABNSeTCA BO3MOXHOE COKpalle-
HWe WHTepBana Mexay npucTynamu. 310 NPOUCXOANT
y 19-50% nayunenToB. Mocne npekpalieHus Tepanuu
rIOKOKOPTMKOMAAMK 4acToTa 3n1M3040B BO3BpaLla-
eTcs K UCXOAHOMY YPOBHIO.

Y HeKoTOpbIX NauMeHTOB B KayecTse npodunak-
TUKW B MEXNPUCTYNHbIA Nepuo MoryT npuMeHsATbCA
LIMMETUIMH WU KONXULNH.

TOH3MNNIKTOMMA TaKxe ABNAETCA BapMaHTOM Jie-
YeHMa 418 NauMeHTOB, KOTOPbIe He pearupyroT Uim He
nepeHocsT MeAMKaMeHTO3Hoe NieyeHune (FKOKopTH-
Kouabl ¢ npodunakTUYecKoii Tepanueit unu 6e3 Hee),
UK Y KOTOPbIX TSXECTb 3NU30A0B CUIIbHO CHUXAET
KayecTBO XWU3HW. PUCKN XUPYpruyeckoro BmeLuaTenb-
CTBa U A06POKAYECTBEHHbI JONTOCPOYHBI XapaKTep
PFAPA Bcerga cnefyetT NpMHMMath BO BHUMaHWe npu
PeLLEeHNN 0 TOH3UNNIKTOMMUM. Y 6ONbLIMHCTBA NauueH-
T0B ¢ PFAPA nocne TOH3MNI3KTOMMUM coxpaHsieTcs ad-
TO3HbIA CTOMATUT, NPK 3TOM ApYr1e CUMNTOMbI, BK/IKO-
yas nMxopajKy, NosHOCTbIO perpeccupytoT [30, 31].

KAMHUYECKUXA NPUMEP 1

MyAbTUAMCUUNAMHAPHOE HabAloAeHUue
nauveHTa ¢ cuHaApomom Mapwianna

MpeAcTaBieH KNUHWUYECKKIE Cydail peGeHKa ¢ pe-
LUMOMBUPYIOLLMMU NUXOPajKaMu, CPeLHUMKU OTUTaMK

Puc. 1. TOH3UAAWUT y pebeHKa C peurMAMBUPYOLLMMU
AMXOpaAKamu

Fig. 1. Tonsillitis in a child with recurrent fevers

REVIEWS

W anusoAamu ToHsunnuta (puc. 1), y Kotoporo aua-
FHOCTMPOBaH cuHAPOM Mapwanna (PFAPA-cuHgpoMm).
9T0T cnyvaii LeMOHCTPUPYeT BaXHOCTb MYNbTUAUC-
LMNANHAPHOTO NMOAXOMA B AMArHoCTUKE U BEAEHUN
MaLueHTa, a TakXe BKNAj pPasHbIX CNeyuanucToB —
OTOPUHONAPUHIONIOra, UMMYHO/0ra, PEBMATONOra, an-
nepronora u opTanbmonora.

[JnHamuka obpalyeHns

C paHHero Bo3pacTa y pe6eHka oTMeyvalTCs pe-
rynsipHble anu3ofbl nuxopagku go 39-40 °C, octpble
TOH3WANUTbI U cpefHUe OTUTbI (A0 3 pas 3a OCEHHMWIA
nepuog, 3a rog, 2-3 pasa), TpebyrLime KypcoB aHTH-
61OTMKOB. B nepnoabl peMuccun cocTosiHue yaoBneT-
BOpUTENbHOE, 06LLee CaMOYYBCTBUE HE3HAUUTENIBHO
HapyleHO, OpraHM3M MONOXMUTENbHO pearupyet Ha
Tepanuto.

OcMoTpbl 1 BKNaZ cneyuanucToB

OTOPMHONAPUHIONOTN — NaLMeHT HEOAHOKPATHO OC-
MaTtpuBancs Ha GoHe peLnaMBUPYIOLLMX OTUTOB U TOH-
3UNNUTOB, 0BHAPYXUBANOCh YBENMYEHUE aflEHOUA0B
I-1l cTeneHu, XpOHUYECKMNA afeHOUIUT, XPOHNYECKUN
TOH3WIINT; CNyX COXpaHsieTcs, 6apabaHHble NepenoH-
KU 6e3 BblpaXeHHbIX W3MEHEHUI; PeKOMEHL0BaHbI
KypCbl MECTHOW Tepanuu, npu oTcyTcTBUM addekTa —
BOMPOC afleHO- W TOH3WUIN3KTOMUM; NOALEPKMBAETCA
HabnogeHne ANs AUHAMUYECKON OLEHKN COCTOSHMA
JIOP-opraHoB (HasHayalTCA perynspHbie 0CMOTPbI,
KOHTPO/b CNyxa).

MIMMyHOROr, peBMaTonor, anneproaor BeayT na-
LMEeHTa C MOAO3PEHMEM Ha ayTOBOCMANUTENbHbI
npouecc, NoA6UpaloT NOAAEPXKUBAKOLLYIO TEpanuto,
pPEKOMEHAYIOT BeAeHMe AHEBHUKA NUXOpPajokK; OCcy-
WeCTBNAT NOAGOP aHTMGaKTepuanbHoOl U NPOTMBO-
BOCNanuUTenbHO Tepanuu — NPUMEHEHNE CUCTEMHbIX
KOPTMKOCTEpOUA0B (NMpeAHU30/10H) NO3BONAET Obl-
CTPO KYNMpoBaTb NMXOPaAKYy W OCTpble NPOSABIEHUS;
NPOBOAATCA AONONHUTENbHbIE 06CNEf0BAHNA ANSA UC-
KJTOYEHNS APYTUX CUCTEMHBIX 3a60N1eBaHUN.

JunHamnka ¢ 2023 no 2025 rogbi

MaumeHT perynsapHo Habnwopaetcs y crneyuanu-
CTOB — Nepuofbl yYaleHNs NMNXOpaAokK U OTUTOB, UX
yacToTa BapbUpyeT; COCTOSAHME CTabunuanpyercs Ha
(GoHe KOMNNEKCHOI Tepanuu; NnocnefoBaTeNbHO 060-
3HayaeTCA HEO6XOLMMOCTb OLEHKW NMOKa3aHUI K Xu-
PYPrUYecKOMy NeYeHmnto (afieHo- U TOH3UNNIKTOMMUS),
HO OKOHYaTeNbHOEe peLleHne 0TKNaabiBaeTcs Ao yxya-
LIEHMSA KNMHWYECKOIA KapTUHbI; CO CTOPOHbI ApYruX cu-
cTeM BepubuULMpYyEMbIX COMYTCTBYHOWMX HapyLEHNi
He BbISIBNIEHO.

BaxxHOCTb MynbTUAUCLMNIMHAPHOTO MOAX04a

9TOT KIMHUYECKUIA MPUMEpP NOAYEPKUBAET, YTO ANU-
TenbHbIi peLuanBUpYIOLLNIA NpoLecc NpU CUHAPOME
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Mapwanna TpebyeT 0653aTeNbHOr0 HabnwLeHUs
y JIOP-Bpaya, uMMyHoJIOra, peemaTtosniora u Apyrux
cneynanucToB. CMCTEMHbIA MOHUTOPUHT NO3BONAET
KOPPEKTUPOBaTb TaKTUKY Ne4YeHUsi CBOEBPEMEHHO,
CHMXATb YacCTOTYy M TAXECTb 060CTPEHNIA, KOHTPONK-
poBaTb OCNOXHEHUS, @ TaKXe pelwaTb BONPOCHI Xu-
pypruyeckoro BMewwartenbcTBa TOMAbKO MO CTPOTUM
nokasaHuam. KonnerunanbHo NpuHUMAalOTCA peLueHust
0 CMeHe Tepanuu, NpoBefleHN AOMNONHUTEeNbHOI Auna-
FHOCTUKM, NpeAoTBpaLlaeTca noaunparmasus u He-
onpaBfaHHOe MPUMEHEHNe aHTMOUOTUKOB MK XMPYp-
rMYecknx BMeLLaTenbCTB.

3aknoyeHne

BepneHune pebeHka ¢ cuHapomom Mapluanna Bo3-
MOXHO TONbKO NPU KOOPAMHALMW HECKONTbKMX CheLna-
nucToB. Takon NOAXOA CNOCOGCTBYET YNYYLIEHMIO Ka-
YeCTBa XWU3HW NauueHTa, MUHUMU3aL 1N OCNOXHEHN
n nogbopy Hanbonee apdeKTUBHON Tepanuun. Bknag
KaXforo us cnewumanucToB paBHO3HAYHO BaXeH ANs
paHHero BbIIBIEHUA MU3MEHEHWI, CBOEBPEMEHHOI
KOppeKLumn nevyeHus n npefoTBpalleHns nporpeccu-
pOBaHMA COCTOSHUS.

KAMHUYECKUIA NPUMEP 2

MyABTUAUCLUUNAUHAPHOE CONPOBOXXAEHUE
M AMHAMMWKa aHaAU30B NMauUueHTa

¢ cuHapomom Mapwanna

M AMHAMUWKOW aHaAU30B

MauueHT HabnoAaeTCca C paHHEro Bo3pacTa no no-
BOZY NPUCTYNOB nuxopaaku (po 40 °C), peunamsupy-
toLLMX TOH3MNAMTOB (puc. 2), yacTbix OPBU. [lnarHos
«CUHApOM Mapluanna» yCTaHOB/IEH C ABYX JeT, reHe-
TMYeckas NaToNorna UCKYeHa. 3a MOCNeaHNn rofa
ObININ TPK 3NN304a 0TUTa, Kax bl no 8-10 gHelt — nu-
Xopagku ¢ nosbiweHnem CO3 n CPB, npu HopManbHOM
YPOBHE aHTMCTPenToNM3nHa-0, HECKOMbKO KYpCOB aH-
TUOMOTUKOTEPANUU. INUAEMMONIOTMYECKN KOHTAKTOB
C MH(EKLMOHHbIMW 6ONbHBIMU He 0TMeYaeT. [aHHble
obcneaoBaHusa: can3ucTas 06004Ka Hoca po30Bas,
HOCOBbIE XObl YMCTble, afeHonabl |-l cTenexn, yse-
NINYeHne MUHZANUH | cTenenun, numdaTuyeckue ysnbl
weiiHble Ao 1 cM, 6e360ne3HeHHble, 6apabaHHble nepe-
MOHKM Cepble, CNyX COXpaHeH. [JuarHo3 — XpOHUYeCKuii
apeHonaut, ageHougbl I-II ctenenu; cuugpom Map-
wanna (PFAPA-CUHAPOM); XpPOHUYECKMNIA TOH3UMNNT.

OcMOTpbI creynanncToB U UX BKAaL

OTOpPUHONAPUHIONOr — PErynspHble 0CMOTPbI GUK-
CUpYIOT 3aTPyLHEHHOE HOCOBOE AblXxaHue, yBenuye-
Hue ageHoungos lI-IIl cTeneHun, XpOHUYECKUN [EKOM-
NeHCUPOBaHHbINA TOH3UNNNT; 6apabaHHble NEPenoHKK
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Puc. 2. PeuyavBUPYIOLLIMI TOH3UAAWT y pebeHka

Fig. 2. Recurrent tonsillitis in a child

63 U3MEHEHWIA, CNYX He HapyLLIEeH; B Ma3Kax U3 HOCO- 1
POTOrNOTKM BbISIBNIEHA HOpPMaJibHas MUKPO(opa, YTo
UCKNIOYaeT 6aKkTepuanbHyto 3TMONOTNI0 060CTPEHNUI;
MpOBEeAEHbl KOHTPOJIbHbIE PEKOMEHAALMKN U NOBTOP-
Hble PEHTFEHONIOTMYECKMEe UCCIEA0BAHMSA AJ1S1 OLLEHKH
pa3mepoB ageHouAoB. COBMECTHO C ApyrumMu cnewma-
NINCTaMM NPUHATO pELLeHMe O XUPYPrMYECKOM feye-
HUM (aLEHOTOH3UNIIKTOMUS) .

Annepronor U UMMYHONOT OLEHUBAKOT KIIMHUYe-
CKYI0 BbIPaXXEHHOCTb ayTOMMMYHHOIO KOMMOHEHTa,
KOHTPONIMPYIOT 3NU30A4bl NIMXOpaAKM; nof6op noa-
AepXuBaroLleil Tepanum Ha ocHoBe fuHaMmukn CPB,
OLLEHKN UMMYHOTI06YNIMHOB, BUPYCHbIX UHOEKLUIA; B
X04e NPUCTYNOB PEKOMEHAYIOT CKOpOe Havyano rito-
KOKOPTUKOWAHOW Tepanuu (NpefHU30N0H/MeTUN-
NPeAHU30/I0H), YTO GbICTPO KYNUpPYyeT 060CTPEHMUE,;
KOpPPEKTUPYIOT AanbHeiilee o6cnefoBaHNe: aHanu-
3bl Ha UMMYHHble MapKEépbl, BUPYCbI (repnec, BUpYC
nwTeiiHa-bapp n uMTOMEranoBmpyc), UMMYyHOr/10-
6ynuHbl (IgA, M, G, E), naHenb reHETMYECKNX ayTOBOC-
nanuTenbHblX 3aboneBaHuin, napameTpbl 6eNKOBOrO
06MeHa — MOCTOSIHHbIA KOHTPOJIb N1abopaTOPHbIX
napameTpoB: noBbiwenne CPB (go 127 mr/n), nepu-
ofMyeckoe MoBblleHMe acnapTaTaMuHoTpaHchepa-
3bl (ACT) (mo 79,2 en/n), ocTanbHble 6UOXMMUYECKUE
nokasaTenu B nNpeaenax HOpMbl; ANHAMUKA BUPYCO-
NOrnYyecKux Mapkepos: Bupyc dnwrenHa-bapp — no-
NOXWUTENbHbIN, repnec 6-ro TMna He BbiABNSETCA, Lu-
ToMeranosupyc IgG — oTMeyeH B aHaMHese.

Meauatp GopmupyeT 06y CTPaTernto BeAEHUS,
KOHTPOJIMPYET TeYEHNE COMYTCTBYIOWMX 3a601EBaHWIA,
peKoMeHAyeT BefleHUe TemMnepaTypHOro AHEBHMKA,
opraHusyeT rocnutanusauuio / neyebHble Meponpus-
TWA N0 Mepe Heo6X0AMMOCTH.
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PeBmatonor ocywecTBnseT guddepeHymnanbHyo
avarHocTuky PFAPA n peBmatuyeckux 6onesHed,
onpegensieT Lenecoo6pasHOCTb NPUMEHEHNN KOPTU-
KOCTepouaoB, NpefoTBpaLlaeT runepamarHocTuky cu-
CTEMHbIX 3a60MeBaHMUIA.

N3meHeHus B aHanu3ax npu 060CTPEHMAX — 3Ha-
YNTENbHOE NOoBbIWEHNE MapKeépoB BocnaneHus (CPb
6onee 100 mr/n, neiikouuTtos, ysenuyeHHas C09J);
MPUCTYNbl CONPOBOXAAKTCA NOBbIWEHWEM TEMMepa-
Typbl, NabopaTOpHbIMKU NPU3HaKaMKU aKTUBHOTO BOC-
naneHus, 4To NOATBEPXKAAET AMarHos ayroBocnanu-
TenbHOro 3abonesanus. Mokasatenu QyHKLMN NMeYeHu
(anaHuHamuHoTpaHcdepasa (ANIT), GUAMPY6UH) B HOp-
Me, MHOrja HabnaaeTcs TpaH3UTOPHOE NOBbILEHNUE
ACT. UMMyHOrno6bynuHbl — B npegenax peepeHcHbIX
3HaueHui. Ma3kn — 6e3 natoreHHoi ¢hopbl, YTO NOA-
TBEPXAaeT HEeMHPEKLNOHHYIO NPUPOAY OCHOBHOIO
npouecca. ACJ/I0 B HOpMe — UCKJIOYaeTCsA peBMaTy-
yeckasi npupoja nuxopagku.

Posib 1 3HayeHue MyabTUANCYUNINHAPHOIO NoAxoAa

Bepywuit Bknag cneynanncToB 3aknioyaeTcs B pe-
rynsipHOM KOHTPOJIe CUMNTOMOB, AUHAMUKMN aHann3o0B,
NpeAoTBPALLEeHNM U3BbITOYHOrO HAa3HAYEHUS aHTUOKO-
TUKOB, CBOEBPEMEHHOM KYNUPOBaHMN ayTOMMMYHHbIX
060CTpeHNit N KOHTpOJNie NoKasaHuii Ana onepaTue-
Horo neyenus. 06besMHeHHas paboTa annepronora,
uMMyHonora, JIOP-eBpaya u negumatpa nomoraet nepco-
HanM3upoBaTh Tepanut, NpoGuNakTMpoBaTb rocnuTa-
NN3aumnmn, CHUXaTb KONUYECTBO PeLnANBOB U Noajep-
XMBATb COLMaNbHy afanTaumio pebeHka.

BbIBOADbI

Takum o6pasom, cuHapom PFAPA (cunapom Map-
Wwanna) — 370 CNOXHOE MyNbTUAMCLUNINHAPHOE 3a-
60neBaHue, ANArHOCTMKA U BefieHNE KOTOPOro TpebyeT
COBMECTHbIX YCUAWUI Bpayeil pasnuuHbiX cnewyunanb-
HOCTel: nefuatpos, peemaTonoros, JIOP-spayei, um-
MYHONOrOB 1 reHeTukoB. CBOeBpeMEHHOe pacno3Ha-
BaHWe CMHAPOMaA MO3BONAET M36exaTb U36bITOUHbIX
o6cnefoBaHW U HepaLMOHaNbHOTrO MPUMEHEHUS
aHTW6GaKTepManbHbIX NpenapaTo., a Takxe NofobpaTb
VHOMBUAYANbHYHO CTPATErNIO IEYEHNS M HABNIOAEHMS.

HecMoTps Ha 3HAYMTENbHbIA Nporpecc B NOHMMa-
HWUN KMHUYECKUX NPOSIBIEHMIA W naToreHesa 3Toro
CMHAPOMA, L0 CUX NOP OCTalTCS BONPOCHI, Tpebytowwue

REVIEWS

JanbHeLNX HayYHbIX UCCNef0BaHmii, 0COGEHHO B 06-
NacTu reHeTMYECKNUX U UMMYHHbIX MexaHu3MoB. 10BbI-
LIEHWE OCBEJOM/IEHHOCTN MEANLIMHCKOrO CoobLLecTBa
0 cuHgpome PFAPA n ucnonbsoBaHue KOMMIEKCHOTO
nojxoja K BefleHMIo NaLueHToB o6ecrnedynBatoT 6naro-
MPUATHbIA NPOrHO3 ¥ 3HAYNTENBHO YYYLIAKOT KaYeCcTBO
XU3HU fleTell n ux cemeii. B Gyaywem mexgucuunnu-
HapHOe COTPYAHMYECTBO M BHEAPEHUE COBPEMEHHbIX
JAMarHoCTMYeCKMX U TepaneBTUYECKMX METOAMK faayT
BO3MO)XHOCTb COBEpLIEHCTBOBATb NOAXOAblI K Npodu-
NaKTUKe 1 NNIEYEHNIO AAHHOTO PEAKOro, HO KIMHUYECKH
3Ha4YuMoro 3a6oneBaHms.

AOMNOAHUTEAbHAA UHOOPMALIUA

Bknap aBTOpOB. BCe aBTOPbI BHEC/N CYLLECTBEH-
Hblil BKJ1aZ B pa3paboTky KOHLeNnLuu, NpoBeAEHNE 1C-
Cefl0BaHMsA U NOATOTOBKY CTaTby, MPOYN U 0806pK-
nu GMHaNbHYO Bepcuto nepep nybnukawmei.

KoHpnuKT MHTEepecoB. ABTOpbI AeKNapupyoT oT-
CYTCTBME ABHbIX U NOTEHLMaNbHbIX KOHGIMKTOB UHTe-
PECOB, CBSI3aHHbIX C Ny6AMKaLNei HacTosLLei CTaTby.

WUcTouHnK ¢puHaHCUpOBaHMSA. ABTOPLI 3asBNISAOT 06
OTCYTCTBMU BHELIHEro GMHaHCMpOBaHUs Npu NpoBe-
LEHUM UCCNIe0BaHMA.

WHdopmupoBaHHoe cornacue Ha ny6nukauymio.
ABTOpbI NOMYYUIN NUCbMEHHOE COrNacue 3aKOHHbIX
npeacTaBuTENeN NALWEHTOB Ha My6IMKaALUI Meau-
LMHCKNX A@HHbIX.
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