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B nocnepHve pecATnneT!s HayuyHbl 1 NpaKTuye-
CKWUIA MHTEpeC Y KJIMHULMUCTOB Bbi3blBaloT Hacies-
CTBEHHble ayTOBOCMaNMTE/IbHble CUHAPOMbI/ 3a-
6oneBaHuA yenoseka (ABC). Bce m3BecTHbie ABC
06BbeANHAIOT NeproaNYeCcKnNii XapakTep Nnxopas-
K 1 CUCTEMHOE BOCMaJNiEHME B COYETAHUN C APYTn-
MU KIVHUYECKUMY CUHAPOMaMU, OTANYAOLWMMICA
onpegeneHHbIM noctosHcTBoM. CornacHo coBpe-
MeHHbIM AaHHbIM, ABC OTHeceHbl K MepBUYHbIM UM-
MyHOLEDULNTHBIM COCTOSHUAM, OOYC/IOBIEHHbBIM
reHeTNYeCKMM HapylleHVeM B3auMOAENCTBUA pe-
ryfATOPOB BOCMafieHWs, U BO3HMKAIOT B OTCYTCTBUE
natoreHa. MHorne ABC, maHnecTupys B feTckom
BO3pacTe, UMEIOT TAXENOe TeUeHre N CepbesHbli
NPOrHo3. McknoueHne cocTaBiAeT OAVH U3 Hau-
6onee pacnpocTpaHeHHbIX BapuaHToB ABC y pe-
Ten — PFAPA-cuHgpom, unu cuHgpom Mapanna,
TaK KaK OT/IMYAeTCs OnaronpusATHbIM MNCXOLOM.
TepmuH PFAPA-cuHppom npepactaBnser coboi ab-
6peBnaTypy OCHOBHBIX KIIMHUYECKUX NPOABEHNI:
nepuoguyeckoin nuxopagku (periodic fever), ad-
TO3HOro cToMatuta (aphtous stomatitis), papuHru-
Ta (pharingitis) u weiiHoro numdageHuta (adenitis).
YuutbiBas paHHWI BO3pacT AebioTa CMHAPOMa, YTO
COBMaJaeT CoO CpoKamu coumanvsaumm, 6onbHble
PFAPA moryT gonrve rogpl owmnbo4YHO HabnoaaTb-
CA B rpynne yacTo bonewLwux AeTen, NogBepraTbca
BbICOKOW /IeKapCTBEHHOW Harpy3ke. [yckoBbiM Me-
XaHU3MOM 3a00/1IeBaHUA CTAHOBUTCA FEHETUYECKN
npegonpeaeneHHas ANCperynauna BpoXKAeHHOro
MMMYHUTETa, acCOLMUPOBAHHAA C U30bITOYHOM
npoaykuue megmatopos BocnaneHua (IL-1, TNFa,
IL-6, IL-12p70 n gp.). Mpu 3ToM y NauyneHToB He
onpegenAnTcA NPU3HaKy ayTOMMMYHHOW arpeccum
(ayToaHTUTena, aytopeakTvBHble T-nUMbOLUTDI).
He ycTaHOBNEHO cneumdryecknx 61onornyeckmnx
mapkeposB PFAPA-cnHApoma, NO3TOMy AMAarHoCTU-
Ka BO MHOrom 6asvpyeTtcs Ha 3HaHWU OCHOBHbIX
KIIMHUYECKMX CUMMNTOMOB 3aboneBaHusA, Noapob-
HO onucaHHbix G.S. Marshall (1987), n Ha oueHKke

BbICOKOV 3PPEKTVBHOCTY [NIIOKOKOPTUKOCTEPOU-
[0B. B cTaTbe NprBOANTCA KNMHUYECKOoe Habnoge-
Hune pebeHKa 4 net 3 mecaues, KoTopblli ¢ 1,5 net
cTpagan artakamy PFAPA-crHgpoma, MnoBTOpsto-
LWMMUNCA C MOCTOAHHOW NEPUOANYHOCTBIO Kaxble
1,5-2 mecAua. lNepBoHayanbHO BCe ann3oabl PFAPA
pacueHVBannCcb Kak MPOABIEHNA OCNOXHEHHOW
$OopMbl OCTPOI pecnnpaTOPHO BUPYCHON NHEK-
uumn. O6wenpuHATaa Tepanus He nmena 3odekTa.
Mpwn obcnepoBaHuM poavTeneii 6bi1 ANArHOCTUPO-
BaH XPOHUYECKMI TOH3WIUT y MaTepu; nocnepo-
Basa TOH3WIIIKTOMUA, KOTOpaa He MoBAMANa Ha
TeueHue 3aboneBaHus y pebeHka. Tonbko B BO3-
pacTe 4 nieT y Masibuumka 6bi BnepBble 3anofo3peH,
a nosxe noaTteepkaeH cuHapom Mapuwanna. C gu-
arHOCTMYECKOWN 1 NIeYebHOW Lenblo Obi1 Ha3HauveH
npeAHn30M0H B Ao3e 1,5 Mr/Kr maccbl Tena, Ha ero
doHe ObICTPO HOpManM3oBanacb TemnepaTypa
Tena, ynyuwmnocb coctoaHve. OcMoTp naymeHTa
yepes 6 mecALEeB NOATBEPAW NPABUIbHOCTb TaK-
TUKN — OTMEYEeHO yMeHblueHue 3nu3ofos PFAPA
1 Nerkoe Ux TeyeHvie. 3aknoveHme. Heobxoanmva
[OCTaTouHas OCBeAOMJIEHHOCTb Bpauveli 06 ABC
1, B yactHocTu, PFAPA-cuHgpome, uto 6yaet cno-
Cco6CTBOBaTb CBOEBPEMEHHOW AMArHOCTUKE 1 npa-
BUJIbHOMY JIeYEHMIO.

KnioueBble cnoBa: HacneacTBEHHble ayTOBOC-
nanutenbHble 3aboneBaHus uenoseka, PFAPA-
CMHAPOM, CMHAPOM MapLuanna, getn
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HIOCTIe[IHIIE TOJIbI BBICOKMIT IHTEPeC He TOMb-

KO Y PeBMATOJIOTOB, HO I Y TIE{UATPOB BBI3bI-

BAIOT HAC/IE[ICTBEHHBbIE ayTOBOCIANTUTENb-

Hble 3abomeBannsi/ cuagpomsl (ABC, aHDIL
hereditary autoinflammatory diseases/syndromes -
HAIDS), B 4nc/Io KOTOPBIX BXOLAT CeMelHasA Cpen-
3eMHOMOpcKas nauxopaznka (familial Mediterranean
fever - FMF), kpronupuH-accorunpoBaHHbIe epu-
ofiMYecKIe CMHAPOMBI (cryopyrin assotiated periodic
syndromes — CAPS), cemeitHas npmaHfcKas aUXo-
pagka (TRAPS-cuuppom), runepumMmyHOrIoOyin-
Hemust D (cuHfpoM meduiuuTa MeBalOHAT-KIHA3BI,
aHrn. hyper-immunoglobulinemia D-syndrome -
mevalonate-kinase deficiency-syndrome), nukan-
yecKasd HelTponeHusA (UMKINYeCKUI arpaHy/IoLy-
TO3 VIM LUKINYeckuii remonoas), PEAPA-cuunpom
(cmampoM Mapmamra) u gp. [1]. IIpakTmueckas
3HAUMMOCTb 3aTPOHYTON IpoOneMbl 00yC/IOBIEeHA
CTIOKHOCTBIO AMATHOCTHK, C YeM B IIEPBYIO Ouepenb
CTa/JIKMBAIOTCSl BPauM-IIEAVATPBL, IIOCKONIBKY Jie-
610T 320071€BaHMII IPUXORNTCS HA JETCKUIT BO3PACT.
YHUTApHBIM KIVMHNYIECKUM IPU3HAKOM BCEX ITUX
3a00/IeBaHMIT CUMTACTCA LUMKIMYEeCKas IMXOpajKa
B COYETAHUN C CUCTEMHBIM BocmaieHueM. OfHaKo
eC/IU B OCHOBE ay TOMMMYHHBIX 3a00/IeBaHMIT JIEXKUT
HApYIIEHNe AyTOTONEPAHTHOCTH, MPOSIBISIOLIEIICS
CaMONOJIep>KMBAIOMIMMCS UMMYHHBIM OTBETOM Ha
COOCTBEHHbIE AHTUTEHbI OPraHU3Ma, YTO IIPUBOSUT
K IOBPEX/IEHNUIO KJIETOK, SKCIIPECCUPYIOMIUX ITH ay-
TOaHTUTeHbl, TO npu ABC BefymuM MeXaHNM3MOM
BBICTYTIAIOT T€HETUYECKN JleTePMIHIPOBAHHBIE Pe-
aKIU¥ BPOXKAEHHOro MMMyHMTeTa (fedekT 6enKoB
BPOX/ICHHOTO UMMYHUTeTa) [2] 1 HelTpodpuIbHOrO
BOCIIaJIEH I, aCCOLMMPOBAHHOTO ITTABHBIM 06pasoM
C I'MIIePIPOAYKIMeil OCHOBHOTO MefjuaTopa BOCIIa-
nenus — nunrepneiikuna-1 (IL-1) [1, 3].

HaxomnmeHHpIlI KIMHUYECKUI ONBIT IOKa3bIBa-
eT, 4T0 60mbuHCTBO ABC IMeIOT TsKeoe TedeHue
U CepbesHBIl NPOrHO3. VICKIIoYeHUe COCTaBIfAeT
PFAPA-cuHApOM, KOTOPBIiT OTIMYaeTcsA MpeficKasy-
€MOCTDBIO LIUKINYECKUX TUXOPATOK U OIarompusT-
HBIM VICXOJ[OM.

PFAPA-cuHApoM (B QHITIOA3BIYHOM M OTede-
CTBEHHOJI NMTepaType), WM cMHApoM Mapiiania
(B0 (paHKOA3BIYHOI NUTEpaType), a TaKXKe CUH-
OpOM IIepPMORMYECKON JUXOpajfky, adTO3HOro
croMaruTa, (DAapUMHIUTA U ILIetHOro auMdaeHu-
Ta 6bU1 onucad B 1987 r. G.S. Marshall u coasr. [4].
HasBanme cuHppoma mpepcraBisieT coboii ab6pe-
BUATYPY €r0 OCHOBHBIX KJIMHNYIECKIX IIPOSIBIEHNIL:
periodic fever (mepmnopmnueckas nuxopajnka), aphtous
stomatitis (adTosusit cromarut), pharingitis (pa-
puHruT) 1 adenitis (wweitHbII MUM$ageHUT), K1ac-
cu¢unupyercs no MKB-10 kak D89.9 «Hapyuienne,

BOBJICKAIOILICE I/IMMYHHbII7[ MEXaHIN3M, HEYTOYHEH-
HOE».

Snuaemuonorusa

PFAPA-cuHApOM cYMTaeTCA OfHUM U3 Hamboee
pacnipocTpaHeHHbIX BapuaHToB ABC y peteit. Ilpn
9TOM YKa3aThb TOYHYIO PAaCIPOCTPaHEHHOCTb 3a00-
JIeBaHUA B JeTCKOIl MOMY/IAUN He IIPeNCTaBIAeTCA
BO3MOJKHBIM, TIOCKOJIbKY B JIUTEpPaType, IMOCBAIIEeH-
Hoit ABC, Takue cBefieHus He npuBogsitcs [1, 2, 5-8].
VIMmeroTcs OThenbHbIe JaHHBIE IO eXXerONHOI 3a601e-
BaeMOCTH fereil fo 5 et (2,3 Ha 10000 gereit) B OT-
menbHO B3sTON cTpaHe — Hopsernn [7]. Ilomaraor,
yto PFAPA-cuHApoM BcTpevaercs dalie, 4eM jua-
THOCTUPYETCS, TaK KaK He3sHaHMe ero KIMHUYeCKUX
NIPU3HAKOB MCK/II0YaeT CBOEBPEMEHHYIO IMarHOCTH-
Ky [3]. B peanbHOI MpaKTHKe TaKye MallMeHThl MOTYT
JOJIrMe TOOBI HAOMIOJAaThCA B IPYIIE YacTo 6oyIero-
LIMX JeTeil M HeO6OCHOBAHHO MO/IBEPraThCsl MaCCUB-
HOJ1 TeKapCTBEHHON Tepannn.

Cunpgpom Mapmaana OTHOCUTCA K HaH3THU-
4eCKMM 3a0o0/ieBaHMsAM C HeOOJBIIMMK TeHJep-
HBIMIU PasnuumsaMy (CYMTAIOT, 4TO Cpenu 3abo-
AeBIUX 55-75% cOCTaBIAT Manbuuku [7, 9]), He
MMeeT Ce30HHOCTY U reorpaduveckoi KiaacTepu-
sanun. 3aboneBaHMe OOBIYHO HAYMHAETCS B BO3-
pacte 2-5 yeT M y OGONBIIMHCTBA 3a00IEBIINX Ca-
MOCTOATETbHO Ipekpamaercsa k 10 rogaM >XM3HI.
HopBexckoit koropre pmeTeil CBOJCTBEHHO Ooiee
paHHee Hayano — 11 mecsies >xusHu [7]. CemeliHble
CIIy4ay BO3MOXKHBI, HO BCTpedarTcs pexnko (10, 11].

B 2008 r. BriepBBIe 3TOT CHMHAPOM ObBLI JUArHO-
CTHPOBAH U y HManueHToB crapuie 18 ner. CpegHui
BO3pacT febroTa 3aboneBanus y 17 3aboneBunx co-
craBu 25,9 +8,3 roga [12].

STnonorusa

O6061mast faHHbBIE TUTEPATYPBL 06 ITUOTOTUN CUH-
ApoMa, CleflyeT OTMETUTD, 4YTO CETOIHA CyIeCTBYeT
60rble TPeAIONIOKEH T, YeM JOKa3aHHBIX (DAKTOB,
PacKpbIBAIOIINX BCe BO3MOXKHbBIE IPMYNHBI €r0 pas-
BuTKA. CeKBEHMPOBaHME 9K30MOB He CMOITIO MJIEeH-
TUGULIMPOBATH MYTaL[UY, KOTOPbIe MOI/IN OBITH CBA-
3aHbl ¢ cuHapomoM PFAPA. MoHoreHHbIe MyTaI UM,
MOJYMHAIOIINMECA 3aKOHAM MeHiensa u BCTpevalo-
myecs NIpU JPYIMX HePUOAMYECKUX IMXOpajKax
(MEFV, TNF1rA, CARDI5 u NLRP3), 6pi11 Takke
uckmoyens! mpu PFAPA [13].

Hert yeTKOJ NO3MIMM B OTHOLIEHNY BO3MOYXKHOTO
ceMeltHOTO HacnegoBaHuA. O6 3TOM CBUAETENbCTBY-
eT IPOBefjleHHOEe BCECTOPOHHEee reHeTHdecKoe 00-
crefloBaHMe 68 YenoBex u3 14 cemeli, He yCTaHOBUB-
mee Kakoif-m160 3aKOHOMEPHOCTM HAC/IeJOBaHMs
[14]. OpHako fpyrue MCCIeOBaTeIN ONATAIOT, YTO
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HEKOTOpbIe CTydanu 3ab0eBaHMs CeMeTHbIe, TaK Kak
18 u3 80 06CmemOBaHHBIX MPOOAH/OB UMENN OHO-
ro u 6oree YICHOB CeMbM, OTBEYAIOIUX KPUTEPHAM
PFAPA [15]. KpoMe TOro, perucTpupoBajlCh CIIy-
Jau, KOTjja pOfUTENN U cUOCHI MpobaH0B Yallle, 4eM
B KOHTPOJIbHOII I'PYIIIIe, MIMEIN PeLUAVBUPYIONIe
¢dapuHrUT Man adTO3HBIN CTOMATUT. DTU UCCTIEHO-
BaHMA YKa3bIBAIOT Ha TO, 4To npu PFAPA-cunpmpome
BO3MOXKHBI (PEHOTUIIBI C HEIIOTHOJ IeHeTPaHTHO-
CTDBIO T€HOB.

Cerogusi  PFAPA-cmapgpoM  paccmarpuBaer-
Cs Kak IONMIeHHOe WM MYIbTU(aKTOpUanbHOe
3a00jIeBaHIe, NPU KOTOPOM MOAMDUIIMPYIOIIYIO
pOJIb UTPalOT HeTeHeTUYecKue, BO3MOXKHO, Cpefio-
Bble (aKTOpBI, B YaCTHOCTHU, MHpekuma. Vmerorca
JI0Ka3aTeNbCTBA CBA3M CHHJPOMA C HMEepCUCTeHIIN-
el Bupyca JmnuiTeiiHa — bapp, TaTeHTHBIX BUPYCOB
Herpes simplex 1-, 2-ro0 TUIIOB ¥ LJUTOMETaJIOBUPY-
ca, Mycobacterium chelonae, Plasmodium, Borrelia
u popa OakTepuil m3 cemeiictBa Brucellaceae.
Vuactre nnpexiun B renese PFAPA pokassiBaet
U TO, YTO TOH3VWUISKTOMMUA MIY aJeHOTOH3MII9K-
TOMMS Y HEKOTOPBIX OONBHBIX IPUBOAMIIA K BBI3O-
posnenutio [16].

CyMMupys HaKOIUIEHHbIe (aKThl, MOXKHO cfie-
JIaTh CIefyIollee 3aK/TI0UeHIe: STUONIOIA CUHPOMa
Mapurania o KOHIIa He M3BECTHA, TeHeTUYEeCKUil
fedeKT (KOHKPeTHBINI MYTAHTHBII T'€H) He BbBLAB-
neH. TeHoTunupoBaHue OOMBHBIX C CUHIPOMOM
Mapiasia u BeIsiB/IeHIE Y HIX FeHOB-MOA(pUKaTO-
poB, B yacTHOCTU MyTanuu rena MEFV, onpenenser
TOJIBKO TSKECTH 3a00/IeBaHMSI U [JIUTETBHOCTD ade-
OpUIIbHBIX TepronoB [17].

lMaToreHes

Mexannsm passutusa PFAPA-cuHppoma cBsA3aH
C BBICOKMM LUTOKMHOBBIM mpodunem (IL-1, TNFa,
IL-6, IL-12p70 u gp.), 06YC/IOBIEHHBIM JUCPETYILs-
Iueil IpeXXJe BCEro BPOX/EHHOTO (TeHeTHMYecKyue
fedekThl B 6eNKaX MMMYHHOI CUCTEMBI) I aJalITUB-
Horo ummyHureta. D.L. Kastner u coasr. [2] mpen-
monoxmnu, 4to Bce ABC mpepcraBasoTr co6oit
«KTVMHUYECK)e PpacCTPOICTBA, BbI3BAaHHbIE AHO-
MaJIbHO ITOBBIIIEHHBIM BOCHAJIeHNeM, OIIOCPeNOBaH-
HBIM IPEMMYINeCTBEHHO KJIeTKaMI ¥ MOJIEKyIaMu
BPOX/IEHHOI MMMYHHOI CHCTEMBI Y IIpeJpacIoso-
JKEHHBIX WMHAMBUAYYMOB». Mytanum rema MEFV,
KOTOpBbIe MOTYT BBIABIATHCA y 60mbHBIX PFAPA, skc-
IPeCCUPYIOTCA B IPAaHYIOLMUTAX, MOHOIMTAX, HeH-
IPUTHBIX KJeTKaX, a Takxe ¢ubpobmactax Koxu,
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OpIOIIMHBL M B CHHOBMANBbHOI 060/104Ke ¢ 06pa3o-
BaHueM OellKa NUpPUHA ¥ KPUOIMPUHOBON MHPIaM-
macomsr'. Kpuonupus (uurosonpusiii 6enox), Nod-
nopo6HbI perentop cemeiictBa NLRP, — ocHOBHOI!
KOMIIOHEHT OJHOMMEHHOTO TUIIa MHEIaMMacoM
(NLRP3). B HopManbHbIX yenoBuax NLRP3 pacnos-
HaeT MHQEKLMIO UM HeVH(EKIVMOHHbIe ITaTOTeHBDI,
BbI3bIBasA 3alMTHOE MJA OpPraHM3Ma BOCIIAJIeHNe
NLRP3 1 akTuBanuio BpoXJeHHOIO MMMYHHOTO OT-
Beta [18]. Bocramene NLRP3 uepes nuki mpespa-
LIEeHUIT IPOKacmasbl-1 B Kacmasy-1, nIMpuUH-JOMEH,
YYacTBYIOIIUII B TOMOTUIIMYHBIX O€TKOBBIX B3aM-
MOJIEIICTBUAX, B TOM 4NC/IE C afallTePHBIM OeIKOM
anonTosa (ASC), MHMIMUPYIOT IepeXof HeaKTUB-
Horo npo-IL-1B B akTusHbIL IL-1B (0cHOBHOII IpoO-
BOCITATUTEIbHBII IIUTOKMH) ¥ 00YCIOBIMBAIOT pas-
BUTHE TMXOPATKY, AHOPEKCUY, IPYTUX CUMIITOMOB,
B TOM 4JC/IE IOBPEXJEHNEe ¥ PeMOJeTNpOBaHMe
TKaHell I IOBBIIIeHe YPOBHA MapKepOB CHUCTEMHO-
ro Bocranenus (18, 19]. O Begymeit ponn IL-1P B na-
toreHese ABC, Bxmiouas PFAPA, cBupetenbcTByer
ocnabnenne cienunyeckux npossneanit ABC 6mo-
KaTopaMu akTuBHOCTHU IL-1f, mpumepom ToMy cry-
x)ut nedenne CAPS (mepumopnmyeckoro CMHApoMa,
CBSI3aHHOTO ¢ Kpuonupuaom) (18, 20]. Kpome Toro,
MMEIOTCA JaHHbIE O HAPYLICHUM Pery/IALuy SpyTux
IPOBOCIIANIUTENbHBIX OENKOB — ANEPHOTO (aKTopa
«kamma-6m» (NF-kB) [1], pakTopa Hekposa omyxonn
(TNFa), IL-6, IL-12, untepdepona-ramma (INF-y),
MHTMOUTOPA MUTPaLiMy MaKpodaros [3].

He cymecTByeT eHOI TOUKY 3pEHM B OTHOIIIE-
Huu ponu nudexnun npu PFAPA-cunpgpome. B skc-
HepYMEHTAIbHBIX YCIOBIAX ObIIO IOKAa3aHO, UTO aK-
TUBUPOBATb KacKaJ MOBPeX/IeHNI BO BPOXKIEHHOM
UMMYHUTETe MOTIYT MUKPOOPIaHM3MBI, KOTOpbIE
BpicTynatoT npu ABC n PFAPA-cunppome B kaue-
CTBe TpUITepoB. Ky/bMmHanMel 3TUX HOBPeX/IeHNUI
cTaHOBUTCSA aKTuBauys Th-1 MMMYHHBIX peaxIiuii
(knmeroxk CD4%) m mpuBjedeHMe aKTMBMPOBAHHBIX
T-mumdonuTos Ha nepudepuio Bo Bpemsi Gebpuin-
HBIX 3M130710B [21]. DeOpuIbHbIEe IPUCTYIIBI COLPO-
BOX/JA/IUCDh TUMQOIIEHNell, 1 HesACHO, ObITIO N 9TO
Pe3yIbTaTOM yBeIMYeHN A MIeI0II033a ITapalieTbHO
C YMeHbllIeHNeM T1MM(OI1033a, KaK IIPU OCTPOM BOC-
HaJIeHN!, VIV Pe3yIbTaTOM BO3BpallleHus auMQo-
IUTOB B MMM(ATUIECKYIO TKaHb, BK/II0Yas IIe/HbIe
ymuMdoy3ibl ¥ MUHAAMNHBL [22]. yHKINA HeHTpo-
¢buoB TOXe CTpajana B pesynbTaTe YCKOPEHHOTO
aIloNTo3a, MPaIMUPOBAHNA ¥ IOBBIIIEHHOTO BHY-
TPUK/IETOYHOI0 00pa30BaHNA AKTUBHBIX PaIMKaIOB

"MiHdnamMmmacoma — MynbTUMPOTENHOBBIN LUTOMIA3MATUYECKII KOMIIEKC, 3aK/IOUEHHbIN B Makpodarax 1 HermTpodunax, KoTopblil UrPaeT BaxHyIo posib
B CMCTEME BPOXAEHHOTO MMYyHWTETa, perynnpys o6pasoBaHme 1 CeKpPeLmio NPOBOCNANMTENbHbBIX LUTOKMHOB MPU KOHTAKTe KNETOK X03A1Ha C MUKPO-

opraHmsmMamun nnuv gpyrumun HeMH¢eKuMOHHbIMM areHTamu.
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Kucmoposia (OKMCIUTENBHOTO CTpecca) BO BpeMs
aTak auxopazpku [23].

Ponb munpanuu B renese PFAPA-cungpoma no
KOHIIA He SICHA, HO OTMEeYAeTCs MOMOKUTENbHAS [IU-
HaMMKa B 9aCTOTe aTaK IMXOPaJKM I PAHHUX CPOKaxX
BBI3IOPOB/IEHNsA TIOCTIe MPOBENEHMA TOH3U/IIIKTO-
M. MO>XXHO IIPeII0/IOKUTh: 160 MUHJJaTMHBI BbI-
CTYIAIOT IEPBUYHBIMY LIEHTPAMM MUMMYHHOI ucpe-
TY/IALMM, 1160 MUKPOOMOTa MUH/JA/IMH CTAHOBUTCA
TPUTTEPOM MMMYHHOI JUCPETYIALUN Y IIPefipacIio-
JIO)KeHHBIX MHAMBUAYYMOB. Bo BCAKOM cydae, HU
OJTHO 13 POBEMIEHHBIX UCCTIeI0BaHMII He IO3BOJINIIO
OIIpefie/INTh MCTUHHBIN MEeXaHM3M VM/IN BePOATHBIN
Tpurrep ayTtoBocmaneHus [24-27]. Hecmorps Ha
CXOXKMIT CIIEKTP LMTOKVHOB IIpU MH(EKLMOHHOM
BOCIIAJIEHMM U ayTOBOCIATIEHNUM, KIETOYHbIE Peak-
nun pas3mnyHel. [Ipy MHeKIUM NepBOHAYa/lIbHO
IMPOBOCHA/NNTE/IbHbIE IUTOKMHBI MTHUIIMUPYIOT BOC-
najieHyne M akTupauuio uMmyHutera. Ilpm PFAPA,
HaIlpOTMB, BOCIA/TIeHNe IPOUCXOANT OT aKTUBALVN
BPOXX/IEHHOTO MMMYHUTETA.

KnnHuka n ANarHoCTunkKa

Huarno3s PFAPA-cungpoMa mo-nmpe>xxHeMy B 3Ha4YU-
Te/IbHOI CTEeIleH! OCHOBAH Ha K/IMHMYECKUX KpUTe-
pusix, cpopmynupoBaHubix Mapiannom [1].

1. Ilepuopudeckue SM30bI TUXOPALKY 1eOIOTHU-
PYIOT B BO3pacTe 10 5 JIeT 1 HOBTOPAIOTCS C peryisap-
HBIMJ MHTEpBajaMI B AMaIia3oHe oT 26 1o 30 fHeil.

2. O6mue CUMITOMBI HapyLIEHMSA COCTOSHUSA
B OTCYTCTBUE IIPU3HAKOB OCTPOIl PECIMPATOPHON
BupycHoii nu¢exuu (OPBJ) B coyeTannmn ¢ ofHUM
U3 HVDKeYKa3aHHBIX CYMIITOMOB:

v' adTO3HBIIT CTOMATUT;

v’ weitHblii muMdaneHnT;

V' roHsuut (GapuHIuT).

3. IMonoxxurenbHble TabOpaTOpPHbIE MapKepbl
OCTPOTO BOCIIATEHNA:

v JeliKOLUTO3;

v/ yBeNIW4YeHHAsA CKOPOCTb OCENAHUS SPUTPOLIM-

TOB.

4. TlopasuteapbHO OBICTPBIl OTBET HA KOPTUKO-
CTEePONIBL.

5. ITorHOe OTCYTCTBME CHMIITOMOB 3a060/IeBaHILS
MEXJy TNXOpaTKaMU.

6. HopmanbHble Qpusndeckoe 1 HepBHO-IICUXIYe-
CKOe pa3BUTHeE pebeHKa.

7. BpI3IopoBiieHMe K TOLPOCTKOBOMY BO3PACTY.

buoxmnMmyeckne moxasarenyu BOCIIaI€HN S, BKITIO-
vast C-peaxTnBHbIi1 IpoTerH (CRP) 1 cbIBOpOTOUHBIN
ammnonp (SAA), 3HAYMTEIBHO YBEINYMBAIOTCA BO
BpeMs snusonoB PFAPA. Tlokasarens SAA mpusHan
nHpopmaruBHbIM Ipu ABC, Tak Kak II03BOJIAET OlLie-
HUTb OCTPOTY BOCIAJIEHN I BO BpeM: NPUCTYTIOB /K-

XOpajK! U B MEXIIPUCTYIHbIe IepUOpbl, 3 dexTs-
HOCTb TIPOTVMBOBOCIIQ/INTE/IbHON TepaImy, a TaK>Ke
puck passutusa ammunaonposa. [Ipu PFAPA-cuagpome
nokasatenu CRP 1 SAA mexxpiy anmusomamu nuxopaj-
KI OCTAIOTCSA HOPMAaJbHBIMMU, YTO oTim4uaeT PFAPA
ot FMF, npu xoropoit SAA mexpay arakamyu 3a6o-
JeBaHUA BCerfa IIOBBbINIEHHbIT [28]. I'pymma kaib-
uuii-cesaspiBaomux 6enkos (S1I00A8/A9 u S100A12)
cunTaeTcss MHGPOPMATUBHON B OCTPOM IIEpHOfE
PFAPA-cunagpoma [23]. TIpokanpIUTOHMH, MapKep,
aCCOLMMPOBAHHbII ¢ MHDeKINel, HenHPOPMaTUBeH
Haxxe BO BpeMs GeOpIIIbHBIX INXOPaToK [29].

Vimeer mecTO HeOONMBIIOE HapacTaHMe KOHIIEH-
tpanuu IgG, IgA, IgM npn HopmanbHOM yposHe IgD.
Bce maboparopuble coBUTHM OBICTPO HOPMaNTMU3YIOTCS
II0C7Ie OKOHYAaHNA IPUCTYTIA.

IOnddepeHumnanbHbIN grarHos
PFAPA-cuuzpom  crmegyer  puddepeHuNpoBaTh
B nepByIo ouepenpb ¢ FMF, oco6eHHO y MajeHbKUX
fleTeil B perMoHax C BBICOKMM pacIpOCTpaHeHUEeM
IOC/IeTHel, a TakXKe ¢ IUKINYECKUM TeMOII0330M,
KOTOPBII MMeeT CXOJHble KIMHUYEeCKIe MPU3HAKI,
¢ runepuMMyHorno6yinHemueit D u gpyrumm Bapu-
anTamu ABC. PFAPA-cuuzpoM B aT0I1 rpy1ie 3a60-
JleBaHUII BBITOJHO OTIMYAIOT IPEACKa3yeMOCTh aTak
(pomuTeny MOIYT yKas3aTb TOYHYIO jaTy obocTpe-
HUIL), BbICOKas 3¢ (HeKTUBHOCTD KOPTUKOCTEPONOB
(B TeYeHUe HECKOTIBKUX YaCOB OOPBIBAIOT INXOPAIKY
¥ 110 HeM3BECTHBIM IIPMYMHAM YMEHbIIAIOT KOMuJe-
cTBO ann3ozoB PFAPA), coxpaHeHMe KauecTBa >K13-
HU MEXJY HPUCTYTIaMM TUXOPafiKM ¥ 6IaronpusT-
HbII1 ucxop (1, 3, 30].

JleueHue

KnmHndecknit onpIT mokasasa, 4TO HJIA CHIDKEHMS
BBICOKOJI TEeMIIEPaTypbl Tela BO BpeMs SNU300B
PFAPA 6ornee 9¢ppeKTUBHBI HECTEPOUIHbIE IIPOTH-
BOBOCIIA/IMTE/IbHBIE CPECTBA, 4YeM IlapaleTaMol
[30]. OnHako cambIM 3 PEeKTUBHBIM CIIOCOOOM JTe-
YeHV CYMTAETCHA IpPYMEHEHMe ITIOKOKOPTUKOCTe-
POMJOB B MOMEHT aTaku B fose 1-2 Mr/kr (1o mpep-
HusonoHy) [1]. KopTuxocTepoupbl IpepbIBaOT
snusox PFAPA ¢ Takoit BbICOKOIT 3¢ eKTUBHOCTbIO,
YTO Bpad MOXET IIOfBEPrHYTh COMHEHUIO IMarHo3,
ec/Iu He YBUJieN TIOJIOKUTENIbHOTO pesy/bTaTa B Te-
YyeHJe HEeCKOJIbKUX 9acoB IOC/Ie UX NpYMeHeHus [8,
30]. Cxema NpMMEHEHUsA TITIIOKOKOPTUKOCTEPOUIOB
pasimyaeTca B 3aBUCUMOCTY OT CTpaHbl. Bo MHOrUX
CTpaHaX MMpa FOPMOHBI UCIIONB3YIOT MPU KaX/OM
napokcusme PFAPA [1, 8, 30], B lIBeuun, nanpu-
Mep, — TONbKO Jisi HpodumakTuku ¢(edpuapbHOro
3MN30/a, KOTOPBINI MOXET BOSHUKHYTb BO BpeM,
Hemoxo/siiee /i pebeHKa 1 cembn [31].

KysHeuyosa M.A., 3paukuH H.M, Lapeea FO.A, Enusaposa T.B, 3axaposa I.P. PFAPA-CrHApOM: COBPeMeHHasA napaavrMa v onvncaHue KNnHUYeCckoro cyyas
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He Hamuto mopTBep)kjeHNUs KIMHMYECKO! a¢-
(eKTMBHOCTY U 11e1ecO06PA3HOCTI UCIIONb30BAHNE
IMMETUAVHA ¥ KOIXMIIVMHA, TIOCKONIbKY YKa3aHHbIe
JIeKapCTBa He IPUBOAUIN K paspereHnio ¢pedbpuin-
HBIX aTaK M He YBeNMYMBANIN UHTEPBal MEeX/y 311-
somamu 3aboneBanus [32].

OCHOBHBIM IIOKa3aHMeM K IIPOBEJIEHMIO aJieHO-
TOH3WIUISKTOMUY VUIM TOH3WUISKTOMUM ABJIAETCA
PE3UCTEHTHOCTh OO/NBHBIX K Tepaluy ITIOKOKOPTU-
koctepougamu. IIpuHMMas BO BHMMaHMEe HO6pO-
KauyeCTBEHHOe TedeHVe M OIaronpuATHBIA MCXOJ
CUHJIpOMa IIPAKTUYECKM Y BCeX IAIMEHTOB, a TAKXKe
B3BEIINBAas BCe PUCKM BO3SMOXKHBIX OC/IOKHEHUIL OT
XMPYPIU4IecKUX BMENIATeNbCTB, BO3MOYKHOE BBI3/I0-
POBJIEHNE JIMIIb Y OIPAaHMYEHHOTO 4MC/Ia IPOoIle-
pupoBaHHBIX fgeTelt (y 30% pmereif, MOABEPTIINXCA
TOH3WUISKTOMUY, B IOC/IEAYIOLIEeM Yepes3 MecsAL| UIn
HECKOJIBKO JIeT OTMeYa/uCh PeLUMAMBLI 3aboreBa-
HIS), XUPYPIUUECKUIT METOJ, JIeYeHUsT MMeeT 6O/Ib-
1ile IPOTUBHUKOB, YeM CTOPOHHUKOB [16, 33, 34].

B kayecTBe 3KCIlepMMEHTaNbHONM TEpallMy pac-
CMaTPUBAIMCh PEKOMOVMHAHTHBIN aHTarOHUCT pe-
menropa IL-1 Bo Bpems atak PFAPA [21] u Buta-
MuH D [35]. OpHako IIpefcTaB/IeHHbIE MO/ B CUITY
MaJIOYUCIEHHOCTY I'PYIII 00C/IeJOBAHHBIX TPeOyIOT
Cepbe3HOIl 9KCIEePTHON OLEHKM IOTYYEHHBIX pe-
3y/IbTATOB U JAJIbHENIINX MCCTIeOBAHMIA

[IpuBonuM COOCTBEHHOE KIMHMYIECKOE HabTIOfIe-
HUE C IIe/IbI0 IeMOHCTPAIMY O3 Hel IMarHOCTUKA
PFAPA-cuuapipoma.

KnuHuyeckoe HabnogeHne

Manpumk 4 yeT 3 MecAleB apMAHCKONM HallMOHa/TbHOCTHU
POAMIICA OT MOJIOABIX pojuTeseit (Marepu 21 ro, oty —
25 1eT), epBoit )KeNTaHHOI 6epeMeHHOCTH, IPOTEeKaBIIel
Ha ¢done xenesomedunuTHON aHemuu Bo II monosuwe,
CPOYHBIX (QU3UONIOTHYECKUX POJIOB C HOPMATbHBIMMU T10-
KaszarensiMu $usmdeckoro passurus (Macca tema 3300 r,
mauHa — 50 M), ¢ OIleHKOII 10 1mKane Anrap 8-9 6aoB.
Ha rpysHOM BCKapMIMBaHMM HaxXoAuaCsA 10 8 MecAIEB,
3aTeM ObLI IepeBefieH Ha ICKYCCTBEHHOE BCKapMJIMBaHMe
aJlanTUPOBAHHOMN cMechio. [IpKOpMBbI BBe/IeHbI BOBpEM,
OHAKO C 8 MecsLeB [0 1 roga y pebeHKa perucTpupoBa-
7ach >kee3ofepuIMTHAS aHEMIS JIETKOI CTeTIeH, T10 II0-
BOZLY KOTOPOJI IPMHUMAJI IIpenaparsl xenesa (Manbrodep
B KaIULAX). VI3 IepeHeCeHHBIX OCTPBIX MH(MEKIMOHHbIX 3a-
6ojeBaHNMIT Ha TIEPBOM TOAY >KU3HM B UCTOPUY PasBUTUA
pebeHKa ykasaHBL: OCTpasl KuiledHas MH(EKIWs, CUH-
IPOM 3HTEPOKOINTA CPEJIHEN CTENEHN TAXKECTU B 8 Me-
canes, OPBY (HeyTOYHEHHOII 9THONOINN), CMHAPOM pPU-
HodapuHIuTa B 9 MeCALEB ¥ BUPYCHBIN 0OCTPYKTUBHBDII
O6poHXUT B 12 MecsiLeB.

AnneproanaMHe3 pefeHKa 1M CeMbU He OTATOLIEH.
Ilo nuHMM oOTHAa mpoCIeXMUBanach HacAeNCTBEHHAS

AnbMaHax KnvHuyecko meanunHbl. 2018; 46 (2): 184-193. doi: 10.18786/2072-0505-2018-46-2-184-193

[IPeApacIONoXXeHHOCTh K OOMeHHBIM 3a00/IeBaHMAM
(MoyexaMeHHasi 1 >KeTuyeKaMeHHas 0omesHM, medopmmu-
pyIOLIMil apTpo3 y IpapojuTeseir), Mo IMHUN MaTepu —
K COCYAVCTON maTonoruu (rumepToHMYecKas OONe3Hb
Y ieA YK, BAPMKO3HOE pacliMpeHNe BeH HIDKHIX KOHed-
HOCTeI! M HelIpOLIMPKY/IATOPHAS AUCTOHMA Y 6a0yLIKu pe-
Oenka). MaTepuaabHO-OBITOBbIE YCTIOBIUS CEMbH U YXOF 3@
pebeHKOM ObIIY XOpOIIeE.

C 1 rogma 5 MecsIeB y pe6eHKa PerucTpUpOBaIiCh MO-
BTOPHBIE C/Iy4aul JIMXOPajKy, KOTOpbIe PpacleHMBaIICh
IepBoHaYanbHO Kak mnposAsneHnsa OPBM, ocnoxHeHHbIe
TOH3WUIUTOM, apTO3HBIM CTOMATUTOM I LIeHHbIM /rMda-
JIEHUTOM, C IIEPMOANYHOCTBIO 1,5-2 MecAna o 7-8 snmso-
IOB B Tofi. 3ab6o/eBaHMe OOBIYHO PaspelIaoch KPUTHUUe-
CKM Ha 4-5-11 JleHb, HE3aBMCUMO OT IIPOBOJMMON TePATINM.
JKapononmxkaromue CpefcTBa, AHTUOMOTMKM PasHbIX
TPYyII — aMOKCHMIM/IMH, aMOKCUIVJUIMH/K/IaBy/IaHaT, 1ie-
¢danocriopuust 11 1 11T mokoneHmit, a TakKe 6akTepuaabHble
nu3atbl 6bu1M Hedd ek TUBHBL. C Lie/bI0 MICKTIOYeHIS THEB-
MOHMY peGEeHKY HEOIHOKPATHO IIPOBOAV/INCH PEHTIEHOIO-
TMYECKVIe MCCTIeJOBAHNA OPTAaHOB IPYIHOI K/I€TKN.

C 2,5 et manueHT ObUI B3AT Ha AVMCHAHCEPHDI yYeT
KaK JacTo 6onmerommii pebeHoK. ITocme Kaxjoro cioydas
TOH3WIINTa OCMAaTPUBAJICA OTOJAPUHTOTIOTOM, IIPOBO-
awaach caHanusA HEOHBIX MuHpganuH 0,01% pacTBOpOM
Mupamuctuta, 1% pactBopoMm Xnopodummnira, mpo-
YMMM aHTUCeNTUKaMu. VIccenoBaanch MasKu U3 HOCO-
[JIOTKY ¥ ¢ HEOHBIX MUHAANMH Ha ¢ropy. B 6akrepuas-
HBIX II0CeBAaX KIMHMYECKOTO Marepyaaa OIpefesanach
nonumopdHas ¢nopa B HUSKMX TUTpax — Staphylococcus
haemolyticus (4x10°%), Staphylococcus aureus (7% 10%),
Staphylococcus saprophyticus (3 x10°), efMHUYHbBIE KOTO-
Huu Streptococcus spp., 6akTepouos u Actinomyces spp.

B Bospacre 3 n1eT ycTaHOB/IEH AMAarHO3 XPOHUYECKOTO
ToH3mnTa. C Lie/IbI0 MCK/II0YeHN A CeMeITHOTO IepCUCTHU-
poBaHus nHpeKNM 06CIeTOBAHb POAUTENN. Y MaTepu
ObIT [MaTHOCTMPOBAH XPOHMYECKMIT TOH3U/UIUT U IIPO-
BefieHa TOH3MIBKTOMMA. OTIy HEOJTHOKPATHO IPOBOAIU-
JIach CaHALMA HOCOITIOTKM ¥ HEOHBIX MuHanuH. OgHaKo
BCe IIPOBe/IeHHble MEPOIIPUATIA He OB/ AN Ha 4aCTOTY
BO3HMKHOBEHM S 3IM30/0B 3a00/IeBaHNsA, OT/INYAOIEro-
€Al IOCTOAHCTBOM CMMIITOMOB — JIMXOPajKa C aHTMHOI,
CTOMATUT U TMMaJICHNT.

B mocnenyromeM y pebeHKa Ha BBICOTE NMXOPajKI
CTa/lM OTMEYaTbCsl apTpanruu. JJOMONMHUTEIBHO OBIT OC-
MOTPEH peBMAaTOJIOTOM, MCC/Ie[OBaHbl pPEeBMAaTOM/HBII
¢daxkrop, autucrpentonusnt-O (ACJIO) cbIBOPOTKM Kpo-
BI — pe3y/IbTaT OKa3ajCs OTPUIIATebHBIM. BoImonHamich
3NIeKTpoKapanorpadus, foIIep-sXoKapanorpadus, yab-
TPa3sBYKOBOE JICCIeloBaHMe CycTaBoB. CUCTeMHas I1aTo-
JIOTMA COeJUHUTENbHON TKaHM, peBMaTHYecKue 3aboje-
BaHMA OBUIN VICK/TIOYEHBDI.

YuurbiBag INEPUOAMYHOCTD CUMIITOMOB, OTCYT-
crBre a¢pdexTa OT OOLIEHPUHATON Tepamuu, pebeHOK

0630p



AnbMmaHax KnHuyeckom meanuntbl. 2018; 46 (2): 184-193. doi: 10.18786/2072-0505-2018-46-2-184-193

B OYepeIHOIT 311307 3a60/IeBaHMA ObIT HAIIPABJICH Y4acT-
KOBBIM TIeIMAaTPOM B CTAIlMOHAP C IPeBaPUTENbHBIM A1~
arHO30M «CHMHZIpOM Mapraman.

ITpu ocMOTpe COCTOsAHNE allMeHTa CPeiHeN TAKECTH.
IToxasarenu (U3NYECKOTO PasBUTHSA COOTBETCTBOBAIN
BO3pacTHOJ MeiMaHe — Macca Tena 19,6 Kr, gyinHa — 98 cm.
[Tpn3HAKOB OYEBMIHOI OCTPOIl pecnMpaTOpHOI MHPEK-
1y He BbIABIeHO. OIpeeNAmich yBennyeHHble oy de-
JIIOCTHBIE, NepefHMe U 3ajIHMe ILIelTHble TUMQaTIdecKme
Y3/Ibl IJIOTHO3/IACTUMYECKO} KOHCUCTEHIMN, HOJBIUXK-
Hble, YyBCTBUTE/IbHbIE NIPY Ia/IbIIALINY, pa3MepaMu oT 1
1o 3 cM. Koxa 4mcTas, ropsiyas Ha oLynb (aKCUIApHAS
temmeparypa 39,3 °C). I'y6n! anble, cyxue. Habmoganoch
obuabHOE cmoHOTedeHne. Ha cimsncroit 060omouke poro-
BOJI MOJIOCTU BU3YaNM3MPOBANUCh Oenechle adThl, ApKas
rumepeMis 3aJHeil CTeHKU ITIOTKY U HEOHBIX MUHIA/INH,
yBenn4eHHbIX B pasMepax fio III crenenu. Hocosoe pibI-
XaHHe OBUIO HapyLIEHO 3a CYeT IMIepTPOdUM HOCOITIO-
TOYHO! MWHJA/INMHBI, B TOCIEAYIONEM IO/ TBEPKAEHHOI
nepenHert u 3ajiHeit puHockonueit. Co CTOPOHBI cepla
perucTpupoBanach KOMIIEHCATOpHAsA TaXMKapAuA [0
120 ynapoB B MMHYTY, IPY 9TOM TOHBI ObLIM TPOMKINeE,
pUTMUYHbIE U AcHbIe. [Ipy mambmanmm >KMBOTAa OTMedYa-
7Iach yMepeHHas 00JIe3HEHHOCTb B IapayMOMIMKaIbHOI
ob6macTy, HIDKHME Kpas IeYeHU VI Cele3eHKU He BBICTY-
nanu u3 noapebepuii. B ananusax kpoBu ObIIa BEIsIBIEHA
yMepeHHas 'yMOpajIbHasA aKTUBHOCTD BOCIIAJIEHNA — Hell-
TPOMMIBHBIN JefiKoLuTo3 10 14 X 10%/71, ¢ manmoukossep-
HBIM CIBUTOM (CErMEHTOsfIepHBbIX Heifrpodunos - 70%,
MTa/IOYKOANEPHBIX — 8%), CKOPOCTb OCEeaHUA SPUTPOLU-
TOB — 18 MM/4, C-peakTuBHbII 6€10K — 15 Mr/71.

[IpnHMMasA BO BHMMaHMe JaHHbIE aHAMHE3a, HALVO-
HaJbHOCTb MajbyMKa, KIMHIYECKUe IPOABIeHN 6omes-
HI, TIPeJIBapUTE/NIbHBI AMAaTHO3 YYACTKOBOTO Bpava-Mefy-
arpa 6611 HoATBepXK/eH. C IMarHOCTUYeCKOI 1 JIede6HOI
IL[e/IbI0 MAIMEHTy BHYTPUMBILIEYHO OBIT BBefieH Ipef-
HM30J/I0H U3 pacyeTa 1,5 MI/KT MacChl Te/a, 4YTO MPUBEJIO
K O6bIcTpoli (B TedeHue 1 yaca) HOpMaaM3alLUy TeMIlepa-
TYpbl Tefla M YAYYIIEHNIO COCTOAHMA. B mocnenmyromine
IHU aHTUOAKTepuaIbHOE JedeHe, HayaToe aMOyIaTOPHO
(medrprakcoH B fo3e 50 MI/KT B CyTKM), ObIZIO OTMEHEHO,
MIPOBOAM/IVICH TyaJieT POTOBOI IO0CTH, 06padoTka ad-
TO3HBIX 37IEMEHTOB 3% pacTBOPOM IepPEeKMCH BOLOPOHA,
MIPEeIHM30/I0H AaBajicA B TableTKax B fo3e 1 MI/KI MacChl
Tena B cyTKy 3 nHA. K 6-My fHI0 OT Havasa 3ab6oneBaHuA
HACTYNIM/IO BBI3JOPOB/IEHNE, M MajabuMK OBUL BBIINCAH
13 CTaljMOHApa C 3aKIYNTENbHBIM AuarHosoM «PFAPA-
CHUHIPOM» C PEKOMEHJJAI[MAMY MPY pelUuBax CUH/PO-
Ma IPMHUMATD IPETHMU30NOH U3 pacyeTa 1 MI/KT B CyT-
KM C Y4EeTOM CYTOYHOTO PMTMa KOPbI Ha/[lIOYE€YHNUKOB.
[Tpn KOHTPOTBHOM OCMOTpE Uepe3 6 MecAIeB OTMEYeHO
YMeHblIleH)e CIydaeB 3abomeBaHus (Bcero 1 smmsop),
6osee yerkoe TeyeHue ¢ OBICTPBHIM BBI3IOPOBJICHEM, YTO
flaeT HaJe>Xy Ha 0J1arONPYATHBII MCXOJ] 3a00/IeBaHNA.

O6¢cyxpeHne

Bonpuble ¢ PFAPA MoryT ObITb IPUYUCIEHBI K Ka-
TErOPUU «TPYEHBIX» IALMEHTOB. ITO OOYCIOBIEHO
PENKOCTBI0 [TAHHOTO TEeHETUIECKOTO 3ab0jeBaHUs
M HEeyCTaHOBJICHHOJ 4acTOTOJ BCTpeyaeMocTH [1, 2,
5-8]. CUMITOMBI He UMEIOT CrIenuGUIHOCTIL U O
r0 UMUTUPYIOT Jpyrue 3a0ojeBaHusA, B YaCTHOCTU
TPYIIIy OCTPBIX PECIMPATOPHBIX MH(EKLUIL, TeM
60rtee YTO caMblil BBICOKMII ITOKa3aTenb 3aboseBae-
MOCTY VMU HNPUXOAMUTCS Ha paHHUI BO3pacT 1 CO-
BrasiaetT ¢ HauasoM PFAPA-cunppoma [7]. Crepyer
MIOMHUTD, YTO IATONOTUs He MCK/IIOYeHa U Y TOf-
poctkoB [12]. [lmarHo3 Mo>KeT OBITh 3amofo03peH
TONBKO IIOCTIE TOTO, KaK OyeT OTMedeHa YeTKas Iie-
PUOLMYHOCTD CUMIITOMOB B JuanasoHe 26-30 gHeit
[1, 4]. B mocTaHOBKe AMarHo3a MOTYT YYUTBIBATbCS
DaHHbIE CeMeHOrO aHaMHe3a - IepUOAUYHOCTD
OTJIeIbHBIX TIPOSABIIEHUII CUHIPOMA Yy 4YJIEHOB Ce-
Mbl1, 0COOEHHO y POfHBIX c6coB. OTHAKO BBICOKOI
cnennduuHOCT 3TOT HpU3HAK He mmeeT [14, 15].
B Hamem HaOmoofeHMy mpomio 2,5 Tofa, Mpexpe
yeM Obu1 3amopospeH PFAPA-cuuppoM, HecMoTpA
Ha TO YTO MEPUOAMYHOCTb C MOBTOPAMM 3IMM30[0B
yepe3 1,5-2 Mecsia xapakrepusoBana 3aboseBa-
HIe y>Ke B KOHIle BTOpPOro rosa >xusuu. IlanmeHnTst
¢ nopo3pennem Ha PFAPA ne TpebyioT rocruranu-
3aluM [ MOCTAHOBKY JIMarHO3a, TaK KakK AMarHo-
cTMKa 6asmpyercst ITTABHBIM 00pasoM Ha K/IMHHU-
YeCKMX CUMIITOMaX M TIONOXUTEIbHOM OTBeTe Ha
CUCTeMHBIe ITIIOKOKOpTHMKOcTepouasl (1, 3, 8, 30],
HO «CTeponfo¢obus» y yIaCTKOBBIX Bpadeli-le-
IMaTpPOB IIOBBIIIAET YPOBEHb T'OCIHUTANM3ALNIL.
JlocTynHOCTD 6OIBIIOr0 KOMIITIEKCA JIaGOpaTOPHBIX
nccrnegoBanuii (CRP, mpokanplUTOHNHA, PEBMATO-
upHoro ¢akropa, ACJIO, SAA, IL-1 1 MMMyHHOTO
cTaTyca) Ha aMOY/IaTOPHOM 3Talle B LIMPOKON ceTn
KJIIMHUKO-IMATHOCTUIECKUX TabopaTopmit Takxe
[103BOJIsIET IPOBeCcTH AudepeHnaabHbll MarHo3
¢ ppyrumn BapumaHtamu ABC. Tocnumranmsanms
ONpaBaHa B CIOXKHBIX JUATrHOCTUYECKUX CIyYadAX.
CrnepmyeT ykasaTb, 4TO CUCTEMHBIE CTEPOMJbl IPU
PFAPA-cnHIpOMe OKa3bpIBAIOT He TONBKO JIedeOHbII,
HO U TpoduIakTIIecKuit 3¢ deKT, KOTOPbI IPOsB-
TANCA B HallleM C/Iy4ae B yBelIMYEeHUM MHTEPBAIOB
mexay snusogamu PFAPA (o 6 mecsiieB) 1 yMeHb-
HIEHNY TAXKeCTU KJIMHNYECKNX ITPOSABICHMIA.

3aknioyeHune

JlaHHbIE JUTEPATYPBl M NPENCTaBAEHHBIN CIy-
9ail EeMOHCTPUPYIOT, YTO C HOZOOHBIM ITAIVIEHTOM
XOTsI OBI pa3 B )KM3HY MOXKET BCTPETUTHCS KaXKAbIi
Bpau-megunaTp. Takye GONbHBIE MOLYT [OITO OIIN-
604HO HAOMIOATbCsA B TPYIIE YacTO OOMEIoIuX
meTerl, 0e3yCIeNIHO MOMYYaTh MHOTOYNCIEHHbIE
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KoHdnukT nirepecos

ABTOpbI 3aABNAIOT 06
OTCYTCTBUU KOHPMNKTA
MHTEpPECoB.

®uHaHcMpoBaHmne

Pa6ota He umena
CMOHCOPCKOMN NOAAEPKKU.

Nntepatypa

KypCbl aHTUOMOTMKOB ¥ MMMYHOMOJY/IATOPOB,
7le4eH1e XPOHMYECKOTO TOH3U/IIUTA Yy OTO/NApUH-
rojiora, HeoOOCHOBAaHHO IOJ[BEPraThbCsl XUPYPrHU-
YeCKOMY BMelIaTe/nbcTBY. OTrpaHMYeHHble 3HAHUA
HpaKkTUKyoIWuX Bpadeil 06 ABC Tpebyior mupo-
KOTO OCBeIIleHNsI 9TOI MPOO/IeMBbl B HayYHBIX Me-
AMLVHCKUX M3JAHUAX, TeM 0ojee YTO JICIIONB30-
BaHNe ITIIOKOKOPTMKOCTEPOUIOB MOXKET IIPUBECTU
K OblcTpOMY KIMHMYECKOMY 3QQeKTy M CIocob-
CTBOBATH OIATOIPUATHOMY IPOTHO3Y 3a00/IeBAHN.
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bonpuioit mHTEpEC IPECTABIAIOT SNUAEMIOIOT I YE-
CKJe MCCNeJoBaHMA Mo pacrnpocTpaHennio PFAPA-
cungpoma B Poccuiickoit Pemepannun, 4To HEBO3-
MOXHO 0e3 CO3[JaHNA TOCYZapCTBEHHOIO PerucTpa.
Heo6xon1Mo NIpORO/KUTD UCCIENOBAHUA IIO BBI-
ABNIEHNIO JIOCTYIIHBIX /IS IPAaKTUKYIOLWEro Bpada
crieninpnuecKuX 6MONMOrNIeCKUX MapKepOB CHHPO-
Ma Mapiuasnia, KOTOpble IO3BONAT CBOEBPEMEHHO
MOCTaBUTb JMATHO3 ¥ M36eXaTb MOMUIpParMasyum
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In the last decades, hereditary autoinflammato-
ry diseases/syndromes (HAIDS) are in the focus
of research and practical interests of clinicians.
Common characteristics of all known HAIDS in-
clude periodic fever and systemic inflammation in
combination with other clinical syndromes of cer-
tain persistence. According to current understand-
ing, HAIDS are considered the primary immuno-
deficiency states, related to genetic disruption of
the interplay between inflammation regulators
that arise in the absence of any pathogen. Many
HAIDS manifesting at childhood are associated
with severe natural course and serious prognosis.
An exception from this is one of the most prev-
alent HAIDS in children, the PFAPA syndrome,
which has a favorable outcome. The term “PFAPA
syndrome” is an acronym of the main clinical man-
ifestations, such as Periodic Fever, Aphthous sto-
matitis, Pharyngitis and cervical Adenitis. Given
the early age of its manifestation, coinciding with
the time of a child's socialization, PFAPA patients
can be mistakenly follow-up within the group of
“frequently sick children” for many years, with high
medication load. The disease is triggered by ge-
netically determined dysregulation of congenital
immunity associated with excessive production of
inflammation mediators (IL-1, TNFa, IL-6, IL-12p70,
etc.), with no signs of autoimmunity (autoantibod-
ies, autoreactive T-lymphocytes). There are no spe-
cific biological markers for the PFAPA syndrome,
therefore, the diagnosis is largely based on the
knowledge of the main clinical symptoms of the
disease, described in detail by G.S. Marshall (1987),
and on the high efficacy of glucocorticosteroids.

The authors present a clinical case of a 4 year and
3month's child who suffered from repeated attacks
of PFAPA-syndrome from the age of 1.5 years that
recurred at a constant rate every 1.5 to 2 months.
Initially, all PFAPA episodes were interpreted as
manifestations of a complicated acute respiratory
viral infection. Conventional therapy was ineffec-
tive. Medical examination of the parents showed
chronic tonsillitis in the mother; her subsequent
tonsillectomy had no effect on the course of the
disease in the child. Only by the age of four, the
diagnosis of the Marshall syndrome was first sus-
pected and then confirmed. With a diagnostic and
therapeutic purpose, prednisolone was admin-
istered at a dose of 1.5 mg/kg body weight with
prompt normalization of the body temperature
and improvement of the patients' general condi-
tion. Assessment performed at 6 months after this
confirmed the adequacy of the treatment strategy,
while the frequency of PFAPA episodes reduced
and they became mild. Conclusion: It is necessary
to increase doctors' awareness of HAIDS and of
PFAPA syndrome in particular, that would ensure
timely diagnosis and proper treatment.
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