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AKTYANbHAA MPOBNEMA

AunddepeHunanbHbIW AUArHO3 CHCTEMHBIX
ayTOBOCNA/IMTENIbHbIX 3a00N€eBaHMUI

C.B. Mowucees, B.B. Pamees

MmMmyHOBOCNanMTeNbHbIE 3a00/1EBaHUS CEroHS
paccMaTpyBatOT Kak KOHTHHYYM, Npegnoarato-
LMK CNIOYKHOE B3aUMOLENCTBUE HapyLLEHWH
BPOXKAEHHOTO (ayTOBOCNaneHue) v npuobpeTeH-
HOro (ayTOMMMYHWTET) UMMYHHOIO OTBETa.
AyTOBOCNanWTE IbHbIE PEAKLMU ABNSIOTCS KitoUe-
BbIM (haKTOPOM NnaToreHe3a MHOrOUYMCIeHHbIX, HO
PeAKO BCTPEeYaIoLUXCS MOHOMeHHbIX ayToBOCMNa-
NUTENbHBIX 3a601EeBaHUI U HEKOTOPbIX NONUreH-
Hbix 6onesHen (Takmx Kak 6onesHb CTunna
B3POC/IbIX UK MAMONATUUECKHUH PeLUaHBUPYIO-
WKk nepukapaur). Npegnonarars aytoeocnanu-
TenbHoe 3abosieBaHue CreayeT Npu HaNUYUK
KJIMHUUECKUX (NpeKae BCero IMXopaaKku) 1 nabo-
patopHbix (nosbiweHne COI 1 copeprkaHus
C-peakTuBHOro 6enka, HeMTPOUbHbIN NelKo-
LMTO3) NPMU3HAKOB BOCNANEHHS, KOTOPbIE HE/b3S
0B6DBACHUTD LPYrMMH BosIee YaCTbIMU MPUUUHAMM,
TaKWMH KaK MHIIEKLMK, 3/10KaUECTBEHHbIE HOBO-
06paszoBaHWs UK ayTOMMMYHHble 3a6oneBaHus.
Llns MHOTMX yalLe BCTPEUAOLLUXCS MOHOTEHHbIX
ayToBOCMa/IMTENbHbIX 3aB0IEBaHUM, TAKHUX KaK
nepvopuueckas 601e3Hb UK KPUOMUPHUH-ACCO-
LIMMPOBAHHbIN NEPUOLHUUECKHI CUHAPOM,
XapaKTepHbl MPUCTYMbl IMXOPAAKH, CONPOBOXK-
[aloLLENCs APYTMMU KJIMHUYECKMMU CUMINTOMaMM,
KOTOpble HAYMHAIOTCS B AETCKOM MK NOLPOCTKO-
BOM BO3pacTe U MOTYT NPOXOAHUTb CAMOCTOSTE b~
Ho. B yactu cnyuyaes cxogHbie NpPoOsiBNEHHS
HabNoaTCA Y POACTBEHHUKOB NpobaHaa.
OpHako npu Bcex ayToBoCnasMTeNbHbIX 3a6ose-
BaHWSIX BO3MOXKHO MOSIB/IEHHE CUMNTOMOB B 3pe-
JIOM UMK JayKe MO>KUIOM BO3pacTe
XPOHHUECKOE / peLuanBupyioLLee TedeHne Oe3
CTepeOoTHNHbIX NPUCTYNoB. B pegkux cnyyasx
“nepsbiM” NposBneHWeM, 3aCTaBAAIOLWMUM 0B6CY>K-
[,aTb AMarHo3 ayToBOCNaMTENbHOrO 3aboesa-
HuWs1, oKa3biBaeTcst AA-amMUIOML03 C NopaXKeHWeM
nouek. Mpu HacnefCTBEHHbIX 3a601EBAHUAX BaXK-
HOe 3HaueHWe B JMarHOCTUKEe WMEeeT MOJIeKysip-
HO-TeHEeTUYECKOE UCC/IefOBaHHE.

KnioueBblie cnoBa. AymoBocnasumesvHoie
3a60neBaHus, nepuoduyeckas 601e3Hb, KPUO-
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nNuUpUH-accoyuupoBarHbIl nepuoduyecKull
cuHdpom, TRAPS, Hedocmamoyrocme meBasio-
HAMKUHA3bl, KOAXUYUH, uHaubumope! MJI-1.

1999 r. Michael McDermott u Daniel
Kastner mpenioxuwi TepMuH “ayTOBOC-
najgeHue” I 00O3HAYEHMS TPYIIIbI
3a00JIeBaHUI, XapaKTEePU3YIOIIUXCST TIEPUOIH -
YeCKMM pa3BUTHEM JIOKAJIM30BAHHOTO WJIN
CUCTEMHOTO BOCHAJEHUS] TPU OTCYTCTBUM
KaKHX-TM00 3THONOTUYECKUX (haKTOPOB U ayTO-
MMMYHHBIX HapylleHU! (ayTOAHTUTEN M ayTo-
peakTuBHBIX JumbonuToB) [1]. B ominuue ot
ayTOMMMYHHBIX 3a00JIeBaHUIi, TeHEe3 KOTOPHIX
CBs3aH C ayroarpeccueil aganTWUBHOTO (TIpH-
00pETEHHOT0) TYMOPAIbHOTO UM KJIETOUHOIO
MMMYHHUTETA, KJIIOUYEBYIO POJIb B TATOTeHE3e
AyTOBOCTIANIMTENbHBIX 3a00JIEBaHMIl UTPAIOT
T€HETUYECKU JETEPMUHUPOBAHHbBIE HAPYLICHUS
BPOXIEHHOTO UMMYyHUTeTa. [lepBoHavYaIbHO K
9TOM TpyNIe OTHOCHUJIM HECKOJbKO PEeIKUX
MOHOTEHHBIX 3a00JieBaHUI (HACIeICTBEHHbIX
MEePUOANYECKUX BOCTIAIUTEbHBIX CUHIPOMOB),
00YCJIOBJICHHBIX MYTALMSIMU  OTpeaesIeHHbIX
IeHOB, TaKuMX KakK Tmepuoandeckas O0ye3Hb
(cemeiiHast cpenM3eMHOMOpPCKasl JIMXOPaaKa),
CUH/IDOM HEIOCTaTOYHOCTH MeBaJOHATKMHA3bI
(runepummyHornodynunemus  D;  HIDS/
MKD), nepuoauyeckuii CUHAPOM, acCOLIMU-
POBaHHBIN C pelenTtopom hakTopa HeKposa
onyxosnu (TNF receptor associated periodic syn-
drome — TRAPS), kpronupuH-accoummpoBaH-
Hbli mepuogumyeckuii  cuHapoMm (CAPS),
OJTHAKO Ha MPOTSKEHUM TOCJIETHEro necsTuie-
THSI KOJMYECTBO M3BECTHBIX ayTOBOCIATUTEb-
HBIX 3a00JIeBaHUI HETIPEPHIBHO YBEIMUUBAIOCH
Ha ¢oHe BHeApeHUs Oosiee COBEPIIEHHbIX
METOMIOB MOJIEKYJISIPHO-TEHETUUECKOTO HCCe-
JOBaHUS B KIMHUYECKYIO MTPAKTHUKY.
MexaHU3Mbl Pa3BUTHSI ayTOBOCHATUTEIbHBIX
3a00JIeBaHUI1 CIOXHBIE U HEOAHOPOIHbIE, TaK
KaK MyTallMi TeHOB MOTYT BBI3bIBATh MaTOJOTH-
YyecKKre M3MEHEHMUsl Ha pa3HbIX YPOBHSX BOcIa-
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MOHOFEHHbIE NOJIUTEHHBIE / CMELLAHHBIE \ MOJIUTEHHBLIE MOHOFEHHbIE
AYTOBOCMNAJIUTENIbHbIE AYTOBOCMNA/IUTE/NIbHbIE 3ABOJ/IEBAHUA AYTOUMMYHHBIE AYTOUMMYHHbIE
3ABO/IEBAHUA 3ABO/IEBAHUA 3ABO/IEBAHUA 3ABO/IEBAHUA
BonesHb bexyera AYTOMMMYHHbIV
Mepuoamnyeckan 6onesHb BonesHb CTunna PeBMaToUAHbIN apTpUT mdonponndepaTnsHbIii
Mcopwuas cuHapom (ALPS)
TRAPS Cunapom WHuunepa CuctemHas KpacHas
PeaKTUBHbIV apTpuT BO/MYAHKa AyTOMMMYHHas
KpvonupuHonatumn BocnanutenbHble L. NONWUSHAOKPUHONATKA -
3a60/1€BaHNA KULWEHYHUKA AHKNNI03MPYIOLIMIA Mwuacrenuna KaHAULAO03 - SKTOAEP-
HepocraTouHocTb CNOHANAUT ManbHaa gnctpodua
MeBa/IOHaTKMHa3b! Mopgarpa AHLIA-accouumnpoBaHHble (APECED)
BaCKY/IUTbI .
HepocratouHocTb PeuunavsupytoLmin X-Cl—'.el'lﬂevHHbM CUHAPOM
nepuKkapauT UMMYHHOW AUCperynaumm,
NONUIHAOKPUHONATUN
SAPHO v aHTEponatuum (IPEX)

AYTOBOCNANEHUE

Puc. 1. KOHTHHYYM HMMYHOBOCNanuTenbHbIX 3a60NeBaHUi, Npeanonaralowmuin B3aMMOAENCTBUE HapYLIEHHUH BPOXKAEHHOrO (ayTo-

BOCnaneHHue) U NpuobpeTeHHOro (ayTOMMMYHUTET) UMMYHUTETA

JIUTEJILHOTO OTBETA, BKJIIOYash (DYHKIIMIO PELENTOPOB, Mepe-
navy curHana win 3H@ekTopHble MEXaHU3Mbl BOCTIATIECHUS
[2]. Hampumep, mng umH@IamMmMacomamaThii XapakTepHa
HEKOHTpOJMpyeMasl akTUBalusl UHGIaMMacoMbl — KpyIi-
HOTO MOJIEKYJISIPHOTO KOMILJIeKca, 00pa3ylolerocsi B Mak-
podarax u HelTpodmiaax MU B OOBIYHBIX YCIOBHUSIX
00ecrneynBalollero 3aluTy OT YyXKepoJHbIX MUKpoOopra-
HM3MOB, TIpexXIe Bcero, bakrepuii. B coctaB nHdiamMmmaco-
MBI BXOIHUT IIpoKacIra3a-1, mpeBpamiaronascsl B Kacmasy-1,
KOTOpasl BbI3bIBAET AaKTUBALIMIO U CEKPELIMIO MHTEPJIEHKNHA
(UJ)-1 u UJI-18, obnagaioniyx MOIHOM MPOBOCTIATUTENb-
HOI akTUBHOCTHIO [3]. IIpmumHaMyU MOHOT€HHBIX ayTOBOC-
MAJINTEIbHBIX 3200J€BaHUIl MOTYT ObITb TakXKe aKTHUBAIIMs
snepHoro (akropa (NF) «B, moBbllieHHast cekpeuus
uHTepdepoHoB | Tuma, HapyiieHne oOpa30BaHUS aHTAro-
HUCTOB SHAOTEHHBIX IIUTOKMHOB, MyTallMd T€HOB BHYTPHU-
kieTouHbix NOD2-penientopoB u apyrue MexaHusMbl. [1pu
HEKOTOPBIX ayTOBOCTIAIMTEIbHBIX 3a00JeBaHUSIX, B YaCTHO-
cti 6ose3Hn CTuiaa B3pOCHBIX WM PELUUAMBUPYIOLIEM
TepuKapauTe, MePBUYHbBIN TeHETUYeCKUiA ne(eKT He ycTa-
HOBJICH WJIM OTCYTCTBYET, B CBSI3M C YeM MX CUMTAIOT TMOJIH-
reHHbIMU.  KoiuuyecTBO ~ M3BECTHBIX ~ MOHOTEHHbIX
AYTOBOCTIAIUTEbHBIX 3a007€BAHUI UCUUCISIETCS] HECKOJIb-
KUMU fecsaTkaMu. Bce oHM BCTpedaroTcs peako, OIHaKo
ayToBOCHaJieHWe MMeeT BaXHOe 3HAueHUe U B MaToreHese
0oJsiee pacpOCTPaHEHHBIX BOCMATMTENbHBIX 3a00JI€BaHUA,
TaKMX KakK TOJarpuyecKuii apTpuT, CIIOHIUIOAPTPUT, BOC-
NaJMTeIbHbIE 3a00I€BaHMS KMIIEYHUKA U JP.

YuuTeiBasi pe3yabTaThl TeHETUYECKUX MCCICTOBAHUN U
M3y4YEeHUsT MEXaHU3MOB TMCHYHKIIMKM BPOXICHHOTO UMMY-
HMUTETa, MEPBOHAYAILHO ayTOBOCHAIUTENbHbIE 3a00seBa-
HUSI TIPOTUBOIIOCTABIISIA AyTOMMMYHHBIM 3a00JIeBaHUSIM,
XapaKTepU3YIOIMMCsT HapyLIeHUsIM aganTUBHOTO UMMYHH-
tera [4]. OAHAaKO cerogHsi UMMYHOBOCHAIUTEIbHbIE 3200-
JIEBAHUSI PACCMATPUBAIOT CKOpee KakK KOHTUHYYM,
MPEAIOJaraolii CI0XHOE B3aUMOJIEHCTBUE BPOXKICHHOIO
1 MIPUOOPETEHHOrO MMMYHHOT'O OTBETA U, COOTBETCTBEHHO,

npeobiafaHe TeX WIM MHBIX HapymeHui [5,6]. Dto
03HayvaeT, YTO ayTOBOCIAJUTEIbHBIC PEaKIMU SIBISIOTCS
KJIIOUEeBBIM (haKTOPOM TIaTOreHe3a MOHOTEHHBIX ayTOBOCTIA-
JIUTEbHBIX 3200JI€BaHUI, KOTOPbIE HAXOISTCS Ha OIHOM
KOHIIE 3TOTO CMEeKTpa, HO MPUHMUMAIOT y4acTUe U B pa3BHU-
TUM KJIACCHYECKHMX ayTOMMMYHHBIX 3a00JIeBaHMIt, TaKUX
KaK peBMAaTOUIIHBIN apTPUT, CUCTEMHasl KpacHasl BOJYaHKa
nm AHLIA-accounrpoBanHble BackyauThl (puc. 1) [7,8].

Korpa npegnonaratb cUCTEMHble ayTOBOCNANUTENIbHbIE
3aboneBaHua?

Kaxk yka3aHo BbIllle, ayTOBOCTIAIUTEIbHBIMUA CUNTAIOT HE
TOJIbKO Op(aHHbIe HacaeNCTBEHHbIE 3a00JeBaHUs, HO U
rmoJarpy, BOCMaJIWTeIbHbIe 3a00JeBaHUSA KUIIEYHUKA WU
AHKUJIO3UPYIOUIUI CIOHIMIUT, OOCYXIEHHEe KOTOPBIX
BBIXOIUT 32 PaMKM HacTosiieil ctatbu. COOTBETCTBEHHO,
HIDKE paccMaTpUBAIOTCS TOAXOMbI K AWATHOCTHUKE W IU(-
(epeHIIMaNbHON AMATHOCTUKE TOJBKO HEKOTOPHIX MOHO-
TeHHBIX U TOJMUTEHHBIX CUCTEMHBIX ayTOBOCTAIUTEIbHBIX
3a0osneBaHuii. PacrodHaBaHMe MX, Jaxe TMPU HAIUMYUKN
TUIIUYHBIX CUMIITOMOB, HEPEAKO TPENCTaBIseT TPYIHOCTH
B CHUJY HU3KON MH(DOPMUPOBAHHOCTU Bpauyeil 0 penKux
3200JIeBaHMSIX B 1IEJIOM U TIOJTMMOP(MHOCTU KIMHUYECKUX
MpOsIBJIEHMI. B CBSI3W ¢ 9TUM JMarHo3 ayToBOCHAIUTEb-
HbIX 3a00J71€BaHUI YaCTO YCTAHABIMBAIOT C OOJBIINM OMO3-
JTaHWueM, WHOTAA CITYCTS NECSATUIIETUS TOCNe TOSBICHUS
nepBbix cumnToMoB. Hampumep, cpeau 1049 nauueHToB ¢
Pa3IMYHBIMU MOHOTE€HHBIMU ayTOBOCTIAJIUTEIbHBIMU 3200~
JIEBAaHUSMM, BKIIOYEHHBIX B MEXIYHAPOIHBIA PETUCTP
Eurofever, MenuaHa cpoka oT Hauajia 0OJIE3HU 10 YCTAHOB-
JeHus1 auarHosa coctasuna 7,3 roma (ot 0,3 mo 76 nert),
XOTSl aBTOPHl OTMETWJIM CHUKEHHE 3TOrO TOKa3aTess B
nocnenHue aecsatuwietus [9]. Cpenu Gosnee 240 GONbHBIX C
MEPUOINYECKON 00Je3HbI0, 00CIENTOBAHHBIX B KITMHUKE UM.
E.M. TapeeBa, B mepBbIe 5 JIET TIOCJIE TOSIBICHUS CUMIITO-
MOB JMarHo3 He ObLI YCTAaHOBJEH HU B OJHOM Clyyae, a y
3HAUUTEJbHON YACTH MALMEHTOB CPOK 10 YCTAHOBJIEHMUS
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nuarHosa gocturai 20-30 et [10]. JomonHWTeNbHbBIE 1Uar-
HOCTUYECKHME TPYTHOCTU CO3[aeT U TOT (PakT, YTO HEKOTO-
pble ayTOBOCHMATUTEIbHbIE 3a00JeBaHMS OBUIM OMMCAHBI
CPaBHUTEJILHO HEJABHO U Majio M3BECTHBI JAaXe CIelraiu-
cTaM, a JUIsl TIOATBEPKISHUS 1MarHo3a HeoOXOAMMbI MOJIe-
KYJSPHO-TeHETUUECKHME WCCIENOBAaHUsI, KOTOPbIE MOTYT
ObITb HEAOCTYMHBLIMU. Bojiee TOro, oHu He Bceraa Mo3Bo-
JISIIOT YCTAaHOBUTH HO30JIOTMYECKUI IHMAarHO3, OCOOEHHO
€CITM TeCTUPYIOTCS He BCE TeHbI, MyTallil KOTOPBIX MOTYT
MPUBECTU K PA3BUTUIO ayTOBOCHIATUTENbHBIX 3a001eBaHUit
[11]. B ynmomsHyToM Bbilie peructpe Eurofever y 9% wus
1049 naumeHTOB Kakue-Jub0 MyTallMi T€HOB BBISIBIEHBI HE
ObUIM, a Y 5% OOJBHBIX T€HETHYECKUE TECThI HEe IMPOBOMU-
JINCh TI0 TeXHUYECKUM WM (UHAHCOBLIM IpU4YMHaM [9].
HeobOxomnmo OTMETHUTH, YTO MEPBBIM ITOKAa3aTedb SIBHO
3aHUXEH, TaK KaK B OOBIYHONW KIMHUYECKOUN MpakTUKe
MYTallMM TE€HOB HE YIAeTcsl BBISIBUTH 0oJiee YeM Y TI0JIOBHU-
HBI TTALMEHTOB C MPEANOoJaraéMbIMU CUCTEMHBIMU ayTOBOC-
naauTelbHbIMU  3a0oneBaHusmMu  [12].  Kpome Toro,
pEe3yJIbTaThl TEHETUUYECKOTO UCCIeJOBAHUSI MOTYT OKA3aThCsl
Majio MHGOPMATUBHBIMU, €CJIU OMPENeNIIOTC MYTallWuH,
KJIMHUYECKOE 3HAaueHUe KOTOPBIX €llle He HU3BECTHO.
Heobxonmmo ogHaKoO MOAYEPKHYTh, YTO TPUBEACHHbBIE TaH-
HbIe He CHIKAIOT aKTyaJbHOCTh 00Jiee IUPOKOTO MCIOJb-
30BaHMSI  COBPEMEHHBIX  MOJEKYJISIPHO-TEHETUYECKUX
METOMIOB JUISI IMarHOCTUKY U IudepeHIIMalbHOi A1MarHo-
CTH ayTOBOCTIAJUTENBLHBIX 3a00JIeBAHUIA.

VyuTbiBas HacAeICTBEHHbBIN TeHE3 MOHOTEHHBIX ayTo-
BOCIMAJUTENbHBIX 3a00J€BaHUMN, TMEpPBbIE CUMIITOMBI MX
HEPEeIKO TOSBIISIIOTCS B IETCKOM BO3pacTe, a MOXOXHUe TIPo-
SIBICHUSI MOTYT HaOJIIOAAaThCsl Y POJACTBEHHUKOB OOJBHOTO.
Tem He MeHee, NeOOT J1OOOr0 CUCTEMHOIO ayTOBOCHAJIN-
TEJIBHOTO 3a00JIeBaHUSI BO3MOXEH M B 3pEJIOM M Jaxe
MOXUJIOM BO3pacTe, a YacTh MAlMEHTOB C JIETKUM (heHOTH-
1OM, OTpPaXXalIIMM HU3KYI MEHETPAHTHOCTb MMEIOIIMXCS
MYTallii, MOTYT JOJroe BpeMsl He oOpaliatbcs K Bpauy.
CeMeiiHbIil aHaMHe3, KOHEYHO, UMEET KII0UeBOe 3HaUeHUe
IUISl pacrio3HaBaHUsI HACJICNCTBEHHBIX 3a00JIeBaHUM, XOTSI
OH MOXeT W OTCYTCTBOBaTb, OCOOEHHO TPU ayTOCOMHO-
pELIeCCUBHOM THIIe HAclelIOBaHMSI, a TaKXe B HEOONbIINX
cembsix. [1pu mocTpoeHUM reHeasornyeckoro Jpesa Cieayer
YUUTBHIBATh ¥ BO3MOXHYIO BapuaOeIbHOCTh (heHOTHIIa 3200~
JIeBaHUS Yy 4JIeHOB ofHoii cembu. B peructpe Eurofever
MOJIOKUTEbHBIA CEMEUHBbIA aHAMHE3 OIPEIEeIIsICI MEHee
YeM Yy TIOJIOBMHBI OOJBHBIX ¢ MOHOTEHHBIMU ayTOBOCTIATH-
TeJbHBIMU 3a00JIeBaHUSIMU (Tiepuoanveckass 00Je3Hb —
34% cnyqaeB, CAPS — 48%, TRAPS — 42%, HIDS/MKD
—26%) 19].

Ipennonarath ayToBocHaauTeIbHOE 3a00JeBaHME Clie-
IIyeT TMPpU HAIMYMKU KIMHUYECKUX (TPEXIe BCEro JIMXxopasi-
K1) u nabopatopHbix (mopbimeHue COD u comepxxaHUS
C-peakTUBHOro 0enka, HEUTpO(MWIbHBIN JIEHMKOLMUTO3)
MPU3HAKOB BOCIAJIEHHUsI, KOTOPbIE HEJb3sl OOBSICHUTD Y-
TMMU 00Jiee YaCTHIMM TIPUUMHAMM, TAKUMU KaK MHGMEKIUH,
3/I0KQYECTBEHHbIE HOBOOOPA30BaHMS MJIM ayTOMMMYHHbIE
3abosieBaHus. i MHOTHX 4allle BCTpEYarIUXCSI MOHO-
TeHHBIX 3a00JIeBaHMIA, TAKMX KaK Mepuoauyeckast 60Je3Hb
nnu CAPS, xapakTepHbl 3MM30/bl (MTPUCTYIIbI) JUXOPAAKH,
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KOTOpbIe BO3HUKAIOT MEepUOANYECKU 0e3 SIBHBIX MPUUYMH
WM TPOBOLMPYIOTCS (pakTopaMu OKpYXarolleil cpeibl, B
TOM YMCJIE CTPECCOM WIM BUPYCHBIMM MHpeKkuusMu [§]. B
CBS3M C 3TUM B 3apyOexXHOIl JuTepaType UX Ha3blBaloT
“ceMEHBIMU TIepUOAMYECKUMU Juxopankamu”. Jlnxopagka
OOBIYHO COTIPOBOXIAETCS APYTUMM KIMHUUECKUMM CUMII-
TOMaMM, BKJIIOYasl pa3HOOOpa3Hble KOXHBIE BBICHITAHMUS,
00/ B CycTaBaXx M MBbIIIIIAX, CEPO3UT (MTEPUTOHMUT, TUIEB-
pUT, MEepUKApPOAUT W apTpuT), TuMdaneHONmaTUIo 1 Ip.,
KOTOpbI€ CXOAHBI C MPOSIBIEHUSIMU ayTOUMMYHHBIX 3a00J1e-
BaHuit [13,14]. TIpu ompoce B3poCibIX MallMEHTOB 0Opa-
IIAI0T Ha ceOsl BHUMaHME JUTMTEIbHBIN aHaMHe3 (MecsILbl 1
TOIbl, @ MHOTIA JaXe NeCATUIETHUS), CTePEOTUITHOCTh MPU-
CTYIIOB M OTCYTCTBME CUMIITOMOB B MEXIPUCTYITHbIE
Nepruoabl. AHTUOMOTUKY He OKa3bIBAIOT HUKAKOTO BIMSHUS
Ha MPOSIBIEHUS] ayTOBOCTIAJIUTENbHBIX 3a00eBaHUM, XOTS
CITOHTAHHOE YJIy4llIeHHe CUMITOMOB MOXET CO3/1aTh JIOX-
HOe mpencTaBieHre 00 3(POEeKTUBHOCTA aHTUOAKTEpHUAIb-
HOM Tepamuu, Kak TMpaBuUJO, TOJIbKO B CaMOM Hayaje
00JIe3HM, TaK KaK CO BPEMEHEM OTCYTCTBME KaKOTO-JI10O0
OTBETa Ha JIeYeHHE CTAaHOBMUTCS OueBUAHBIM. Hectepous-
Hble MPOTMBOBOCHAIUTENIbHBIE MpPenaparbl U TIIOKOKOPTH-
KOCTEpPOUABl MOTYT HECKOJIbKO YMEHBIIUTb TPOSIBICHUS
ayTOBOCIIAJICHUsI, OOHAKO B LIEJIOM OHU Majo 3(PHeKTUBHBI
nau Hea(hdEKTUBHBI MPU MOHOTEHHBIX ayTOBOCHAIUTENb-
HbIX 3a00JeBaHUAX. B TO Xe BpeMsl ITIOKOKOPTUKOCTEPOU -
Ibl M 0a3ucHbIE TMPOTUBOBOCIAIUTEIbHBIE TMperapaThl
OCTAlOTCSl CPEJICTBAMMU MEPBOi TMHUM TIpu Ooae3Hu CTusuia
B3POCJIBIX U HEKOTOPBIX IPYIUX MOJUTEHHBIX ayTOBOCIAIN-
TeTbHBIX 3a00JIeBaHMUSIX.

B penkux ciydasx “mepBbIM” MPOSIBIEHUEM, 3aCTaBJISIO-
UM 00CYXX/IaTh MAarHO3 ayTOBOCHIAJIUTEIBHOIO 3a00J1eBa-
HHUsI, OKa3bIBaeTcsl AA-aMWJIOUI03 C TOPaXKeHUEM TOYeK.
T. Laney u coaBT. mpoaHanu3upoBanu 46 ciayyaes AA-amu-
JIon103a y OOJIbHBIX ¢ CEMEHHBIMM TIEPUOINIECKUMU JIMXO0-
paikaMu, B TOM 4uCJIe meproanyeckoi 6one3nbio, TRAPS,
CAPS u HIDS/MKD [15]. Xotss MenuaHa Bo3pacTa Ha
MOMEHT Pa3BUTHUSI OCHOBHOIO 3a00JieBaHUsI COCTaBWIa 5
JIET, a Ha MOMEHT IOSIBICHUsI TIPU3HAKOB AA-aMMJIOUI03a
— 38 seT, y MOJOBUHBI OOJbHBIX AMATHO3 MOHOT€HHOTO
ayTOBOCIAJIUTEILHOTO 3a00yieBaHUsT 10 pa3BUTUS AA-aMu-
soumo3a He obcyxnancsa. CXomHble JaHHBIE OBbLIM IOIyYe-
Hbl U B JAPYIOM HCCJIELOBAHUM, B KOTOPOM [MarHos
AA-amuion03a TpeAlIecTBOBal JMAarHo3y OCHOBHOIO
3a0oneBanus y 40 us 41 manmenrta ¢ TRAPS [16].

AA-aMuI0M103 — 9TO BTOPUYHBIN BAPUAHT aMUJIOUI034,
KOTOpBbIE pa3BUBAETCS TIPU Pa3IUYHBIX XPOHUYECKUX
BOCTIAJIMTENILHBIX 3a00JIeBaHUAX, B TOM YKCJIEe ayTOBOCIA-
qutenbHbIX [17]. IIpeniiectBeHHUKOM AA-amMuiouaa siBis-
€Tcsl ChIBOPOTOUHBIN amuious A (SAA) — GesnoK ocTpoit
daspl, comepkaHue KOTOPOTO B KPOBHU TOBBIIAETCS MPHU
BocrajieHu. XoTsl Mpu AA-aMUION03€ OTJIOXEHUSI aMU-
Jlouaa, Kak 1 Tpy APYTUX TUIAaX CUCTEMHOTO aMUJIOMI03a,
MOXHO OOHapyXHTh B Pa3HBIX OpraHax, TeM He MeHee,
KJIMHUYECKU OH TMPOSIBISIETCSl TOJbKO HedpomnaTueii,
XapaKkTepu3ylolleiics: TOCTeNIeHHO HapacTalollel MpoTenH-
ypueil ¢ pa3BUTHEM He(POTMYECKOTO CMHIAPOMA M TIOCIie-
NOYIOIIUM TPUCOETMHEHUEM XPOHUYECKOH TMOYeyHOM
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TABJIULUA 1. KnaccudukaumnonHbie kputepuu Eurofever /PRINTO HacneacTBeHHbIX NepHOAUYECKUX THXOPAAOK

TMepuonnueckas 60ne3Hb

CAPS

TRAPS

MKD/HIDS

Myrammss MEFV w o kpaiiHeii
Mepe | npusHak (Win 2 1pu HaJlu-
YMU HEOIPEISICHHOTO TEeHOTHIIA):

Myrammst NLPR3 v nio KpaitHeit
Mepe 1 npusHak (MWad 2 nmpu Halu-
YMU HEONPEICICHHOTO TEeHOTHIIA):

Myrauust TNFRSFIA v 1o Kpaii-
Heit Mepe 1 npusHak (Wau 2 npu
HaJIMYMK HEOTIPEIEIEHHOTO IeHO-

Myrauust MVK u o KpaiiHeit
Mepe 1 npusHak:

o InurenbHOCTD TipucTymna 1-3 mHs
* ApTpuUt

* boxib B rpynu

* bonb B XnBOTE

* KpanuBHuiia

 [TokpacHeHMe r1a3 (KOHbIOHK-
TUBUT, STMUCKJIEPHUT, YBEUT)

* HeiipoceHcopHasi TYyroyxoctb

YyscTBUTETBHOCTH 94%
Crneuuduunocts 95%

YyscrBureabHocts 100%
Creuuduunocts 100%

TUIIA):

¢ ITUTeIbHOCTD MPUCTYTIOB >7
JHeR

¢ Muanrun

* Murpupyoliias Chirb

* [MepropOUTATBHBIN OTEK

» CeMeiiHblil aHaMHE3

YyBcTBUTETBHOCTD 95%

Creuuduunoctsb 99%

* JKesynouHO-KUILIEUHbIE
CUMITTOMBI

o [leitnbIit TMMbaneHUT

* ATO3HBIII cCTOMATUT

YyBcTBUTENBHOCT 98%
Creuuduunocts 100%

[To kpaitHeit mepe 2 u3 5:

¢ KpanuBHuua

* [Ipuctynbl NpoBOLIMPYIOTCS
XOJIOIOM/CTPECCOM

» HeiipoceHcopHast Tyroyxoctb

* XpOHUYECKUI acenTUUECKUt
MEHUWHIUT

¢ M3meHeHus ckenera (paspac-
TaHue 3MKu(U30B/BHICTYIAIOLINE
JIOOHBIE OYrpbI)

Mo kpaitHeit mepe 6 u3 9:

Hanuuue

¢ DTHUYECKasl MPUHAIEKHOCTh

o JInuTenbHOCTb MpUcTyma 1-3 aHs

* ApTput

* bosb B rpyaun

* bosib B XuBOTE

Omcymcmeue

* AGQTO3HBII CTOMATUT

¢ KpanuBHuua

* MakysonanyJssipHasi Chllb

* bosnesHeHHble TUMbaTUeCKue
Y3JIbI

YyscTBUTETBHOCTH 91%

Cneuurbuanocts 92%

YyscTBUTeIbHOCTH 80%
Crneunduynocts 91%

>5 GauIoB: ITo kpaiiHeit mepe 3 u3 6:
Hanuuue * Bospacr B Hauaze 6oneznu <1
« Jluxopanka >7 nHeii (2 6asia) roaa

* Jluxopaznka 5-6 nueii (1 Gamr) * XKenynouyHo-KuIlIeUHbIE CUMII-
* Murpupytouias ceinb (1 6asmn) TOMBI

¢ [TepuopouTtanbHbiil otek (1 6amwt) < Bone3HeHHbIe TMMbaTUYECKHe
* Muanruu (1 6asmn) Y3JIbl

* CeMmeitHblit aHamHe3 (1 6a) * AGTO3HBIN CTOMATUT
Omcymcemeue e Tpurrepsl

¢ Adro3Hblii cromatut (1 6asur)
* Tonszumnodapunrur (1 Gamr)

* MakyJtonarnysisipHasi ChIITb

YyscTBuTeabHOCTh 91%
CrneuurduaHoctsb 82%

YyscTBUTETBHOCTD 87%
Crnieumduynocts 92%

l'lpMMeanI/le: K)'laCCVl(l)I/IKaLU/IOHHbIC KpUTEPpUU, TTPUBEICHHBIE B BerHeﬁ qacTu Taﬁ)’lI/IL[bI, WCITOJIB3YIOTCA B TEX CJIydasX, KOrja BBbISBJICHA IMaTOrC€H-
Has WK BEPOATHO MATOTC€HHAsA MyTalusl COOTBETCTBYIOLIETO reHa (l'eTepOSI/ll'OTHaH Ip1 ayTOCOMHO-AOMMHAHTHOM THUIIC€ HACJICIOBAHUS U TOMO3M-
TOTHas WJIN KOMIIAayHIHasA r€Te€pO3UTOTHAA IMTPU ayTOCOMHO-PELIECCUBHOM TI/IHC).

HEIOCTaTOYHOCTU. B oTimume oT riaomepyiaoHedputa, npu
aMUJIONI03€ TOYEK M3MEHEHMSI MOUEBOTO Ocajika, Mpexse
BCETO0 MMKpPOTeMaTypusi, OOBIYHO OTCYTCTBYIOT. [lMarHo3s
aMUJION/103a HEOOXOAMMO MOATBEPAUTH MPU TUCTOJIOTUYE-
CKOM WUCCJIeIOBAaHWU, TMPUYEM aJbTepPHATUBOI OWONCUU
MOYKM MOXET ObITh MCCIeJ0BAHUE CIMU3UCTON 00O0JOUKHU
KeJNyaKa MM MpsIMOil KUIIKU WIKM TMOAKOXHO-XKUPOBOM
KJIETYaTKH, XOTSI TIPU OTPULIATEIbHOM pe3yJibTaTe OMOTICUU
9TUX TKaHEil HeoOXOAMMO BCE K€ BbIMTOJHUTH OMOIMCHUIO
MoYku. B KIMHMYECKMX MCCAENOBAHUAX y MAIMEHTOB C
HEKOTOPbIMA MOHOTE€HHBIMHM ayTOBOCTIAJUTEIbHBIMU 3200-
JIEBAaHUSMHU, B TOM YMCIEe TMEPUOAMYECKON O0Je3HbIO,
TRAPS un CAPS, yactora AA-amunongo3a gocturaia 10-
15% [17]. OmHako OLEHUTb UCTUHHYIO PacIpOCTpaHEeH-
HOCTb 3TOTO OCJIOXKHEHUSI ayTOBOCHAJNEHHUs CIOXKHO, TaK
KaK OHa 3aBUCUT HE TOJBKO OT HO30JOTMYECKON (OpMbl,
HO U Jpyrux (akTopoB, B YaCTHOCTM THUIIA CTAallMOHAapa, B
KOTOPOM IIPOBOIUTCSI UCCIeAOBaHUE (B HEDPOIOTHUIECKOM
OTAEJeHUN YyacToTa AA-aMuJIoMI03a MPU ayTOBOCHATM-
TEJIbHBIX 3200JIeBaHUSI OOBIYHO 3aBBIIIAETCS ), TUIMTENBHO-
CTU HAOJIONEHMS ¥ BO3MOXHOCTH 3((PEKTUBHOIO JICUCHUSI.
Hanpumep, npu nepuoanyeckoil 60Je3HU pUCK Pa3BUTHS
AA-amMuion103a 3HaYMTEIbHO CHU3WICS Ha (hOHE IHMPOKO-
ro IpuMeHeHus KoaxuuuHa [18].

Y yactu OOJIbHBIX C MOHOTEHHLIMM W TMOJUTCHHBIMU
ayTOBOCTIAJIMTEIbHBIMU 3a00JI€BAHUSIMU, HaIpuMep, C
00j1e3HbI0 CTHIIIA B3POCTIBIX, OTCYTCTBYIOT YETKO OUYepUYCH-
Hbl€ MPUCTYIIbI, a 00J€3Hb XapaKTepU3yeTcsl XPOHUIECKUM
TEUEHNEM, HEepeIKO B BUAE UYEPEAyIOLIUXCS 00OCTpeHUN U
peMuccHii. B Takux ciydasix oTMevaeTcs KapTiHa XpOHUYe-
CKOT'O BOCHAJUTEJLHOTO 3a00JIeBaHUSI CO CTOMKOIA JIMXO-

paaKoi, rmopaxkeHrueM KOXHU, CYCTaBOB, MBIIIL U/WIN ApY-
IMX OPTraHOB U TKAHE. YUYUTHIBAS MOJUMOPGU3M KIMHUYE-
CKUX TIPOSIBICHMII pa3JIMUHBIX ayTOBOCHAIUTEIbHbBIX
3a00JIeBAaHMI, BBIICIUTh KaKME-TO KJIOYM K IUArHO3Y
c103kHO. OOBIYHO WX HAIM4YME 00CYKIAIOT IOCJIe UCKITIoUe-
HMS OPYIUX MPUYUH BOCIAJCHMSI, B TOM YMCIe UH(EKIUit,
3]I0KAYECTBEHHBIX OIyXO0JIei, FeMO0JIaCTO30B U ayTOMMMYH-
HBIX 3a00JIeBaHUIA.

MoHoreHHble ayToBocCna/iuTe/ibHbie 3abonesaHus

Cpeny MOHOTEHHBIX ayTOBOCTIAJIMTEIbHBIX 3a00JeBaHUI
HauboJjiee M3yYyeHbl W Yallle BCTPEUaroTCsl Tepuoanyeckas
oone3nb, TRAPS, CAPS u HIDS/MKD, koTopble Xapakre-
pU3YIOTCS TIPUCTYNO0Opa3HbIM TeueHueM. HemaBHO Obutn
pa3paboTaHbl HOBbIE KJIacCU(MUKALIMOHHBIE KPUTEPUM ITHX
3a00JIeBaHMI1, KOTOPbIE pa3iesieHbl Ha BE IPYMIbl B 3aBU-
CUMOCTM OT HaJIMYMsl WJIM OTCYTCTBHUSI TATOT€HHOI MyTa-
LIMM COOTBETCTBYIOLIEro reHa (Tadu. 1) [19]. Btu kpurepun
MOTYT OBbITh UCTOJNIL30BaHbI TSI AM(bepeHIIMaTbHOM auar-
HOCTUKM MOHOTEHHBIX ayTOBOCIAIUTEIbHBIX 3a00JIeBaHUI
(pexae BCero B KIMHUYECKUX M BMUIEMHUOJOTUUYECKUX
HCCIIeIOBAaHUSIX) B TeX CIyvasiX, KOraa MPUCTYTIbI JUXOpa-
KM B COYETAaHUU C TTOBBILIEHUEM COEpKaHUSI OETKOB OCT-
poii dasn (COD, CPb u/mnu SAA) mpomosKaoTcs B
TeYeHHWE 10 KpaifHeir Mepe 6 Mec M UCKITIOUYCHBI JApYyrue
MPUYMHBI BOCTIAJICHUSI.

Ilepuomnyeckas 00ie3Hb (CeMeiiHasE CpeIU3eMHOMOPCKAs
Juxopanaka). AyToCOMHO-pellecCUBHOE 3a0ojieBaHue, pas-
BUBAIOLIEECS] MPEUMYLIECTBEHHO Y apMsiH, eBpeeB-cedap-
JIOB, TYPKOB, apabOB M TIPEeACTaBUTEe HEKOTOPBIX IPYTHX
STHUYECKMX TPYII U O0YCIOBAEHHOE TOMO3UTOTHBIMU WU
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KOMMAayHAHBIMU TETEPO3UTOTHBIMU MYTallMsIMU  TeHa
MEFV, xonupytoiuero 6enok nupuH [20]. CuHre3 nusme-
HEHHOro 0ejika MPUBOIUT K HEKOHTPOJIUPYEMOW aKTUBa-
oMM MHGIAMMAcOMbl M YBEJIMYEHMIO  CEKpeluu
MPOBOCHAUTENIBHBIX LHUTOKMHOB, B 4acTHoct WMIJI-1.
[Ipuctynsl nepuomnyeckoir 00Je3HN OOBIMHO HAYMHAIOTCS
B JIETCKOM Bo3pacTe (4acto a0 10 eT) u 3HaUUTETbHO pexe
B Bo3pacte 20-30 met. Pe3ynbraTel KpymHOTO TYpeiKoro
ucciaenoBaHusa y 2246 MalMEeHTOB C TEPUOTNYECKOI
00JIe3HbIO MOKA3aJM, YTO Havyajlo MPUCTYIIOB B BO3pacTe
crapiie 20 JeT acCOUMUPOBATIOCH C MEHEE TSIKENbIM Teue-
HMEM 3a00JieBaHMsI U MEHbILEH YaCTOTON FOMO3UTOTHOU 1
reTepo3uroTHoit Mytauuu M694V, xapakrepusyloleics
BBICOKOI MEHETPaHTHOCTHIO [21]. ¥V GonbiIMHCTBA OONTBHBIX
C IepUOANYECKOM 00JIe3HBIO HAOMIOOAIOTCS CTEPEOTUITHBIE
a0/IOMUHAJIbHBIE TIPUCTYIIbI, KOTOPble BO3HUKAIOT C OMpe-
NEeJICHHOW MEPUOIMYHOCTBIO M XapaKTepU3YIOTCS OCTPOM
0O0JIbI0 IO BCEMY XMBOTY (QCeNTUYECKUl IMEePUTOHWUT),
COMPOBOXIAIOIIEHCS TUXOPATKOM, TaOOPATOPHBIMU TPHU-
3HaKaMU BOCTAJIeHUsT M HEPEIKO CYXUM ILIeBpUTOM. Bce
CUMIITOMBI TIPOXOIAT CAMOCTOSITETbHO B TEUEHUE HECKOJIb-
KUX qHei. bosee penkue mposiBieHUs — MOHO- WJIM OJIUTO-
apTPUT C TPEUMYIIECTBEHHBIM TOpaXkeHUeM KPYITHBIX
CyCTaBOB (HAINpUMep, KOJEHHBIX), CAKPOUIUUT, POXEIO-
nobHas aputema, nepukapaut. CTolikoe HEKOHTPOJIUpye-
MO€ BOCMajJeHHWe MOXeT TPUBECTH K  DPa3BUTHIO
AA-aMuIon103a TIOYEK, 4acToTa KOTOPOTO BBIIIE y TMallu-
€HTOB C PELMIMBUPYIOIAM apTpUTOM [22].

HenaBHo ObL10 OmMcaHO elie OHO ayTOBOCTIATUTEIbHOE
3a0oJieBaHME, CBsI3aHHOe ¢ MyTauumeil reHa MEFV, —
MUPUH-ACCOLMMPOBAHHOE ayTOBOCMANEHUE ¢ HEUTPODUIb-
HBIM JlepMaTo30M (pyrin-associated autoinflammation with
neutrophilic dermatosis — PAAND) [23]. XapakTepusyercs
MPUCTYNaMU JIUXOPAAKU B COYETAHUU C IOpakeHUeM
KOXH, BKIJTIOYAsT aKHEe ¥ TAHTPEHO3HYIO MMHOISPMMUIO.

Kpuonupun-acconnnpoBaHHblil NMepHOIMYECKHIA CHHIPOM.
AyTOCOMHO-IOMMHAHTHOE 3a0oJieBaHUE, KOTOpPOE IMpo-
SIBIISICTCST TPEMsI pa3HBIMU (DEHOTUITAMU: CEMEIHAsT X000~
Basl  KpamuBHHUIIA, CcHUHApoM  Makna-Yamica u
MYJIBTUCHUCTEMHOE BOCHAIUTEIbHOE 3a00/eBaHMe HEOHa-
taqbHOro Bo3pacta (Neonatal Onset Multisystemic
Inflammatory Disease — NOMID) [24]. B ocHOBe pa3Butust
Bcex Tpex deHotunoB CAPS nexar myrauuu reHa NLRP3,
KOTOPBI KOIUPYeT OEJOK KPUOTUPWH, YIaCTBYIOIIVI B
obOpaszoBanuu nHdIaMMacoMbl. Kak 1 mpu nepuoanyeckoit
00J1e3HM, aKTUBaLMs MH(IAMMAcOMbl MPUBOIUT K YBe-
JINYEHUIO CeKPEIMU MPOBOCTANUTENBHBIX IIUTOKUHOB, B
tom uucie UJI-1 u UJI-18.

ITepsbie cumnTombl CAPS mosiBAsSIIOTCS B IETCKOM BO3-
pacte (ot 1 mecsua o 5 jeT), OMHAKO AMArHO3 OOBIYHO
yCTaHaBJIMBAOT ¢ OOJBIIMM omo3maHueM. Hampumep, B
peructpe Eurofever cpemu 136 6onpHbix ¢ CAPS Mmenunana
BO3pacTa Ha MOMEHT Hayaja 3aboseBaHusi coctaBuia 0,8
JIET, @ HA MOMEHT yYCTaHOBJIEHM auarHo3a — 15 ner (1o 36
net) [25]. Campbiii nerkuit ¢penorun CAPS — cemeiinas
XOJIONOBAs KpalMBHUIA, KOTOPAsT XapaKTepu3yeTcs MpH-
CTyMaMu JIMXOPAIKU, YPTUKAPHOM CHIITM, KOHBIOHKTUBMTA
W apTpairuii, BO3HUKAIOIIMMU B TeyeHue 12 4 mocie Bo3-

KNMHUYECKAS ®APMAKOJIOTUA U TEPAMUA, 2022, 31 (2)

neiictBust xosona. IlpucTtymbl yaile MpoAOJXalOTCS He
6osee 24 4. CxomHbIe IPUCTYIIBI, HO O€3 SIBHBIX TPUITEPOB,
Ha0II0mal0OTCs U MpU cuHApoMe Makia-Yaiica, mpu KOTo-
pPOM pa3BUBAeTCs TakXe HelpOCeHCOpHasi TYroyXxocTb U
Hepenko — AA-aMUION103 € TPEUMYIIECTBEHHBIM MTOpaxKe-
HueM nouek. [Ipu camom Tsaxenom denorune CAPS —
cuapome NOMID noMuMMO KpamuBHMIIBI, JUXOPAIKH,
apTpajruii U mnotepu ciyxa (0ojee paHHEl, YeM MpU CUH-
npome Makia-Yanica) oTMe4aloT MopaxkeHue LeHTpalb-
HOM HEPBHOW CHUCTeMbl (XpOHMYECKUI acenTUYeCKUit
MEHUWHTUT, TOJIOBHAs 00Jib, HApyLIEHUS! KOTHUTUBHOM
(GYHKIMM UM MHTE/UIEKTa), IPOrpeccUpylollee CHUKEHUE
OCTPOTHl 3peHusi, nedopMalMio KOCTed U CyCTaBoOB,
3alIepXKKy pOCTa, YKOPOUEHUE HOT U PYyK, AUCMOpDPU3IM
muua. OnHuM 13 KimodyeBbiX cuMnToMoB CAPS, mo3Bosnsio-
UM 00CyXaaTh 3TOT AMArHo3, SIBJASEeTCS KpalnuBHULA
(uacTo xosomoBasi), Kotopast B peructpe Eurofever Habimo-
nanach y 89% u3 136 mauMeHTOB ¢ 3TUM 3a00JIeBaHUEM
[25]. Heobxonumo yuuthiBaTh, uto TeueHue CAPS moxer
OBITH HE TOJBKO MPUCTYNMOOOPA3HBIM, HO M XPOHUUYECKUM.

TRAPS (cTapoe Ha3BaHKe “ceMeiiHasl UpJIaHACKAs JINXO-
panka”). AyTOCOMHO-IOMUHAHTHOE ayTOBOCMAIUTEIbHOE
3abo0JieBaHUE, 00yCJIOBJIEHHOE  MYTallMsIMU  TeHa
TNFRSFIA, xotopblii KogupyeT p55 cyObeOMHMILY pelel-
Topa ¢akropa Hekpo3a onyxoin (PHO)-o. Myrauuu reHa
npuBoaaT K aktuBauun NF-xB u undaammacomsl 3a cuer
pPa3IMYHBIX MEXaHWU3MOB, BKJIIOYAs YCUJIEHUE OKCUAATHB-
HOTO cTpecca, HapyuieHue ayrodarum U cMmbiBaHus (shed-
ding) pactBopumbix perentopoB ®HO-o, KoTOpBIE
MTOJABJIAIOT JAEMCTBUE TPOBOCIATUTEIBHBIX (hakKTOpoB [26].
ITo nanHbIM peructpa Eurofever, B KoTopblii BKJIIOYEHbI 158
nauueHToB ¢ TRAPS, 3a0oneBaHue B OOJNBIIMHCTBE Cllyva-
€B HAaYMHAJOCh B paHHEM JIETCKOM Bo3pacTe, XoTs y 22%
OOJIbHBIX TIEPBbIE CUMIITOMBI MOSIBUJIMCH B BO3pACTe CTaplile
18 et [27]. B oTnuume oT mepuomnMveckoin 00Jie3HU, TIPU
TRAPS na6monatorcs 6osee IIUTeNbHbIE IPUCTYIIBI, KOTO-
pble MPOIOJXKAIOTCS OT ONHOW N0 Tpex Heuesb, XOTS B
TPETH CIy4yaeB TPOXOASIT B Te€UeHUE HECKOJbKUX JHEH.
TRAPS xapaxrtepusyeTcs MpUCTYIIaMU JUXOpaIKyd B cove-
TaHUM ¢ OOJISIMM B XMBOTE (4acTO CO PBOTOI M nuapeeit),
00JISIMU B KPYITHBIX CyCTaBaX M MbIIIIAX, KOXHBIMU BBICHI-
naHusIMu (MaxyJIoMmanyasipHas WM YPTUKApHas ChIllb,
MUTPUPYIOLIAsl Chilb, PEXe POXenogoOHas dpuTeMa) U
M3MEHEHMSIMU CO CTOPOHbBI OpraHa 3peHusl (epruopoUTaIb-
Hble OTeK WU 00Jib, KOHBIOHKTUBUT). [lpu oOcrenoBaHuu
OTMEYaeTCsl YBeJMUYeHUE LICHHBIX U APYTUX JuMdbaTuye-
CKHMX Y3JI0B, KOTOpPbIe MOTYT ObITb OOJIE3HEHHBIMU TIPU
nanpnauuu. B 3penom Bo3spacte TRAPS MoxkeTr ociox-
HUTbCST AA-aMUJIONIO30M.

HenocratounocTh MeBaIOHATKHHA3BI/THIEPUMMYHOTIIO0Y -
qunemust D. AyTocoMHO-pelLiecCuBHOe 3a00j1eBaHUE, CBS-
3aHHOEe ¢ MyTauusiMmu reHa MVK, xoTopble MPUBOIAT K
neUInUTy MeBaJOHATKMHA3hl U IUCOHYHKIIMU TYaHO3UH-
Tpudocdaraspl, aKTUBUPYIOLIEH MUPUHOBYIO MH(IaMMaco-
My. Jlpyroe HazBaHUe — TUMEPUMMYyHOIJI00yIHHEMUST D,
XOTsI BbICOKOE cofepxaHue IgD He umeeT CyliecTBEHHOTro
JIMAarHOCTUYECKOTO 3HAYeHMs, TaK KakK HaOJomaeTcss U 1pu
HEKOTOPBIX IPYTUX ayTOBOCHAIUTENbHBIX 3a001eBaHuUsIX [8].
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[IpumepHO y KaXaoro MmSITOro mauuMeHTa ¢ HeIoCTaToY-
HOCTBIO MEBaJIOHaTKMHA3LI comepxkanue IgD He yBenndeHo,
a ero ypoBeHb HE KOPPEJUPYET C TSXKECThIO 3a00JI€BaHUS
[28]. 3aboneBaHue HAUMHAETCS B paHHEM JETCKOM BO3pac-
T€, OJJHAKO JIMarHO3 OOBIYHO yCTaHABIMBAIOT Mo3iaHee. Y
OOJIBIIMHCTBA OOJILHBIX 3a00I€BaHUE MPOSIBISIETCST TIPUCTY-
Mamu JMXOpaaKu, COTPOBOXKIAIONIENCS eHHbBIM JTuMmbae-
HUTOM U OOJIIMM B KMBOTE€ CO pPBOTOM M JUapeeii.
[Ipuctynbl MOTYT MPOBOLMPOBATHCS MHQEKIUSIMU, TPaB-
MOM, CTpecCOM, BaKIMHALIMCH M TPOMOJIKAIOTCS 4-6 IHEiA.
Yacrbie MposiBICHUST BKIOYAIOT B ce0s1 MaKyJIOMaMyJIsSpHYIO
WM YPTUKAPHYIO CbIlb, apTO3HbIE $13BbI B 00J1aCTU pTa U
MOJIOBBIX OPTaHOB, 9KCCYNATUBHBIN (DapUHTUT, TOJOBHYIO
60Jib, 00JM B CcycTaBax M MbILILIAX U KOHBIOHKTHBUT.
AMUIONI03 pa3BUBAETCS PEIKO.

MonureHHble ayToBOCMNaJ/iuTe/ibHbie 3abonesaHus

Boxesns Cruina B3pocibix. Pekoe moaureHHoe ayToBocIa-
JIUTeNIbHOE 3a00sieBaHKe, OOBIYHO Pa3BUBAIOLIEECS] B MOJIO-
JIOM BO3pacTe M TMPOSIBISIONICeCS BbICOKOW JTMXOPAIKOIA,
0oJISIMM B CyCcTaBaX, B OCHOBHOM JIy4e3allsICTHBIX, KOJIEH-
HBIX M TOJEHOCTOIHBIX, U MPEXOJSIIIMMHU PO3OBBIMU MaKy-
JIOTANYJISIPHBIMU ~ BBICBITAHUSIMU  Ha  TIPOKCHMAaTbHBIX
JacTaX KOHeYHocTed u TymoBuiie. [IepBbIM CUMITOMOM
6ose3Hn CTuiia B3pOCIbIX MOXET ObITh 00Jb B ropJe,
KOTOPYIO CBSI3BIBAIOT ¢ BUPYCHON MH(EKIIMEH MM acemT-
YeCKMM HedKCCYTATUBHBIM (hapuHTUTOM. JIpyrue mposiBie-
HMS  BKJIIOYAIOT B ce0s  MUANTUHM, YBeJUYeHUE
UMGbATHYECKUX Y3JI0OB, MEYeHU M CEeIe3eHKM, IJIEBPUT,
MepUKapANUT, CHUXKEHUE Macchl Teja, 0OJib B KMBOTE.
MexaHu3Mbl Pa3BUTHSI, KIMHUUYECKasl KapTUHA, KPUTEPUU
JIMATHOCTUKU U JieueHre OonesHn CTuiia B3pOCHBIX TOM-
pooHo omucanul B ctathe E.JI. HaconoBa, omyOnnKoBaH-
Hoii paHee [29].

Wauonatnyeckuii peluInBUPYIOIMI MepUKApIMT. Peru-
TUBUPYIOIIUM TEPUKAPAUT CYUTAIOT B CiIydae PasBUTHS
MTOBTOPHBIX 3MU30I0B 3a00JIeBaHUs Yepe3 4-6 Hemeldb U
0ojiee TociAe MEPEHECEHHOro OCTPOro MepUKapaAuTa.
Permmusbl pasBuBatotcs y 20-30% OONBHBIX, MEPEHECITNX
ocTpblii mepukapaut. [IposiBieHUsT ero BKJIIOYAIOT B ceOst
00J1b B TPy, YCUJIMBAIOLILYIOCS TIPU HAKJIOHE BIepe., 1IyM
TpeHus IepuKapaa, mogbeM cermMeHTa ST WiIu merpeccuio
PR na OKI u/uau nepukapauaibHbI BBIIOT, a TaKXe
noBbiieHue conepxkanusi CPb u COD, neitkouuTos u npu-
3HaKM BOCHAJEHMsI MepuKapaa Mpu KOMITbIOTEPHOM WU
MarHuTHO-pe3oHaHcHO# Tomorpaduu [30]. IMpuunHamu
OCTPOTO TepUKapAUTa MOTYT ObITb BUPYCHI, OaKTepUu, B
yacTHOCTU Mycobacterium tuberculosis, ayTOMMMYHHBbIE
3a0oseBaHus (CUCTeMHasl KpacHasl BOJIYaHKa U 1p.), ype-
MUSI, TPaBMbl U Pa3IUYHbIE ayTOBOCHIAINTEbHbIC 3a00J1e-
BaHMs, HampuMmep, Tepuoandeckas O0OJe3Hb, OTHAKO Y
OOJIBIIMHCTBA NALMEHTOB C PELIUAVBUPYIOLIUM NEPUKAPAU-
TOM YCTaHOBMTb 3THUOJIOTUIO 3a00JEBAHUSI HE YAAETCS.
Bo3MoxXHOCTD TOpaxkeHUsT TepuKapaa MpU MOHOTEHHBIX
AyTOBOCMIAIMTENbHBIX 3a00JeBaHusIX U 3()GhEeKTUBHOCTD
KoJIxuliMHa ¥ uHTU6uTOopoB MJI-1 mpu MamomnaTuyeckom
pPeLMAMBUPYIOLIEM TepUKapAUTe TO3BOJSIOT paccMaTpu-
BaTbh €ro Kak MposiBIeHUe ayToBocnaneHus [8].
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ITepuoauyeckas auxopaaka ¢ ad)TO3HbIM CTOMATHTOM,
dapunrutom u anenutom (PFAPA — periodic fever, aphthosis,
pharyngitis and adenitis). XapakTepusyeTcsi MpUCTyNaMu
JIMXOPAJIKU, COMPOBOXAAIOIIEHCS] aTOZHBIM CTOMATUTOM,
(apuHruToM U 1eHHbIM TUMDATEHUTOM, KOTOPbIE BO3HMU-
KaloT Kaxaple 2-8 Hemesnb U mpoposrkarorces 3-6 mHeir [31].
[Mpuctymnbl 0ObIYHO HAUMHAIOTCS B paHHEM JETCKOM BO3-
pacte (1o 5 JeT), XOTs ONMCaHbl CIyyau pa3BUTHS 3a0o0Jie-
BaHMS M Y B3POCJBIX, Y KOTOPBIX MPUCTYIBI yalie Oosee
JUIMTEJIbHbIE W MMEIOT MEHee YETKYI0 MepUOAUYHOCTb.
Kpome Toro, y B3poc/bIX yallle BCTPEYAIOTCsl apTpajruu,
MUAJITUU, KOXHbIE BBICHITTAHUSA W U3MEHEHHUS CO CTOPOHBI
opraHa 3peHusi. XapakTepHasi Tpuaaa (CTOMaTUT, (hapuHIUT
u JuMdageHUT) HaOII0IAeTCsl JaJIeKO He Y BCeX MallMeHTOB
¢ PFAFA, ogHako mo KpaiiHeil Mepe OBa M3 YKa3aHHBIX
CHUMIITOMOB BCTpeyaloTCs y IBYX Tpereil O0JbHBIX [32].
HenaBHo mpeaiokeHHbIe KTaccu(PUKAIIMOHHbIE KPUTEPUU
9TOro 3a00JieBaHMS MPUBEACHBI HIKEe (HEOOXOAMMO HalM-
yue 1o kpaiiHeit mepe 7 u3 8) [19]:

Hanuuue:

e ToH3w10(papUHIUT.

o JITUTEeIBHOCTD TIPUCTYIIOB — 3-6 ITHEil.
o [eiiHbIil TMMbaTeHNUT.

* [leproaAMYHOCTH MPUCTYTIOB

Omcymcemeue:

e Jlmapes.
* boib B rpyau.
* KoxHast cbImb.
* ApTpur.

XpoHUYeCKHil HeOAKTEPHAJbHBI OCTEOMHENUT/XPOHIYE-
CKHil penuIuBUpPyIOmUii MyabTHGHOKAIBHBIA 0CTEOMUETHT.
AyToBocranuTeIbHOe 3a00JeBaHNe KOCTei, pa3BUBaIoOIIee-
cg y noapocTkoB. boiee Tsxkenyio ¢opMy 3abosieBaHUs,
XapaKTepu3yIOLIYIOCs HaJUYMeM MHOXECTBEHHBIX O0UaroB
MopaXkeHMsI, Ha3bIBAlOT XPOHUYECKUM PELMIUBUPYIOLIUM
MyJIbTUGOKATBHBIM ocTeomueautoM [33]. [Ipu xpoHuue-
CKOM HEO0aKTepualbHOM OCTEOMMEIUTE HAOMIONAIOTCS M-
HWYHBIE WJIM 4Yalle MHOXECTBEHHBIE OYard KOCTHOM
NeCTPYKIIMU, KOTOpble OOBIYHO JIOKAIU3YIOTCSI B MeTahusax
JUIMHHBIX TPyOuaThIX KOCTEi, MO3BOHOYHUKE, Ta30BBIX
KOCTSIX WJIM KOCTSIX BEPXHMX KOHEUHOCTEM, KITIOUMIIe, TPY-
nuHe, pebpax u ap. TunuuHble CUMOTOMBI — 00JIb, KOTOpast
YacTO BO3HMKAET MO HOYaM, W TPUITYXJOCTb B 00JACTH
ropaxeHHo# Koctu [34]. MoryT Habm0aaThCs MOBBILLIEHUE
TeMIepaTypbl Teja, MOTIUBOCTh M CHMXXEHHME Macchl Teja.
[Tpy KOMIIBIOTEPHOI WJIM MarHUTHO-PE30HAHCHON TOMO-
rpadu B TIOpPaXeHHBIX KOCTSIX OOHApYXXWBAIOT OYaru
0CTEe0JIN3a ¢ OKPYXAIOIIUM MX CKJIEPO30M M TMIIEPOCTO30M
[35]. TeueHnue 3aboyieBaHUsI HEpPEAKO peLUIMBUpPYIOLICE,
OITHAKO C BO3PAcTOM OOOCTPEHHUS MOTYT MPEKPaTUTHC.
JIiarHo3 yCTaHABJIMBAIOT METOJIOM MCKITIOYEHHSI.

CXojiHOe TopaxkeHue KOCTeil HaOIoaaeTcsl pu CUHIPO-
Me SAPHO (cuHOBUT, akHe, MycCTyJe3, TUIIEPOCTO3 U
octut). Ilonaraior, yto SAPHO u xpoHuueckuii HebakTe-
pUAabHBIN OCTEOMHUEUT MOTYT MpPEICTaBIsITh COOOM nBa
BapHMaHTa OJHOTO M TOTO Xe 3a00JIeBaHUsI, XOTSI HECMOTPSI
Ha OOIIHOCTD MaTOTe€HEe3a OHM MMEIOT YeTKue oTanuus [33].
SAPHO o6b1yHO HabiogaeTcsl y B3pOCHbIX, a HE Y JIETEid.
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[Tpu 3TOM cMHApPOME yallle OPaXxalTcsl IPYAMHO-KIIOUNY-
HbIE COWICHEHUS! U KOCTHU TMepeaHeil CTEHKU IPYIHOM KIIeT-
Ki  (TpyauHO-peOepHbIE  COWICHEHHUs, COUYICHEHUS
PYKOSITKM TPYIMHBI M Tela) U pa3BUBaeTCS MOpakeHue
KOXU (JIaJIOHHO-TIOJIOIIBEHHBII TYCTYJIe3 U akHe). Y ToJIo-
BMHBI TIALIMEHTOB OTMEYAETCs TOpaXeHNe TTO3BOHOYHUKA 1
KPECTIIOBOIOAB3IOIIHBIX cowIeHeHui [36]. [IpuMepHO B
5% cnydaeB coyeTaeTcsl ¢ BOCHATUTEIbHBIMU 3a00J1eBaHMUS-
MM KuiieyHuka [37].

IMopaxxeHue KocTell XapakTepHO W Ui HEKOTOPBIX
MOHOTE€HHBIX ayTOBOCHAJIUTEJbHBIX 3a00J€eBaHUI, TaKUX
cuHapoM Mamxuma ¥ OepULIUT aHTarOHUCTAa pelenTopa
WJI-1 (DIRA). Cunapom Mamxuaa — ayTOCOMHO-pelec-
CUBHOE 3a00JieBaHUE, OOYCIOBJIEHHOE MYTalUSIMU TeHa
LPIN2 n otHOCs11eecs K nHGpIaMMacoManaTtusM. Pa3BuBa-
eTcsl y JeTell U XapaKTepu3yeTcsl COYeTaHUEM XPOHUYECKO-
IO PeLUIMBUPYIOLIETO MYJbTU(OKAILHOTO OCTEOMUEIUTA C
BPOXIEHHOI TUIIOXPOMHON MUKPOIUTAPHOI aHeMMeil. Y
yacTh OOJIbHBIX pa3BUBAeTCs HEUTPOGUIbHBIN NepMaTo3
[38].

DIRA — ayrocoMHO-peLiecCuBHOE 3abojieBaHUE,
obycioBieHHOe MyTalusiMu reHa ILIRN, KoTopblii Koau-
pyet anTaroHuct peuernropa WJI-1 [39]. dedbumut anraro-
HHUCTA IMPUBOAUT K YyBeauWuyeHuio axktuBHoctu MWIJI-1,
0Ka3bIBAIOILIETO MPOBOCMANIUTENIbHOE AeiicTBUE. 3abdosie-
BaHWE HAUYMHAETCSl B JETCKOM BO3pacTe W IPOSIBISETCS
XPOHUYECKUM  PELMIUBUPYIOIIUM  MYJIbTHU(MOKATbHBIM
OCTEOMMEIUTOM U MYyCTYJI€3HOM KOXHOI ChIMbIO.

Cunapom IlInminepa. [TonureHHOEe ayTOBOCTATUTEIBHOE
3aboJieBaHNE, KOTOPOE pPa3BUBAETCS B 3PEJOM BO3pPacTe
(MenmaHa — 55 JIeT) HECKOJIbKO Yallle y MYKUMH U XapakKTe-
pusyeTcsl TPUCTYNaMU JUXOPaAKU, YPTMKApHOW CHIMH,
0OJIIMM B KOCTSIX M/WJIM CyCcTaBax M HAJIMYUEM MOHOKIIO-
HaJIbHOM raMmanatuu (Yaiie Bcero oOHapyxXMBaloT rapa-
nporeuH IgMx) [40]. OOs3aTebHBIMUA  KPUTEPUSIMU
IMarHoCTUKM cuHapoma IIHMIIepa CUMTAIOT KParyuBHUILY,
KOTOpasi MOXET TpPeIUIeCTBOBaTh IMOSBICHUIO IPYIUX
CHMIITOMOB, M HaJlMuue TMaparnpoTerHa B KpoBu. Hanuuue
peLMONBUPYIONIe YPTUKAPHOM CHIIIM COMMKAET CHMHAPOM
IIxuepa ¢ CAPS.

Moaxopbl K NeYEHHUIO ayTOBOCNANUTENbHBIX
3abonesaHui

JaTb o0uiue peKoMeHAAlUWH MO JIEYEeHUIO ayTOBOCMAIU-
TEJIbHBIX 3200/IeBAaHUN HEBO3MOXHO, TaK KaK OHU 3HAUU-
TEJIbHO OTJIMYAlOTCs Apyra OT Jpyra 1o IaToreHesy, XOoTs B
OCHOBHOM C 3TO# 1IEJIbI0O MPUMEHSIIOT KOJXUIMH, TJIOKO-
KOPTUKOCTEPOUIbl, Oa3UMCHbIE MPOTUBOBOCMAIUTEIbHBIC
npenapathl U UHruouUTOphl MJI-1 ¥ Apyrux LUTOKKHOB,
VUYaCTBYIOIIMX B pa3BUTUM BOCTIAJIMTEIBHOIO OTBETA.
Db PeKTUBHOCTD KOJIXUIIMHA Hanboee yOenuTeIbHO J0Ka-
3aHa B JICYEHUM MMONArPUYECKOTO apTpUTa W TMepUoarYe-
CKOIl 00JIe3HM, MPH KOTOPOI 3TOT IpemapaT He TOJLKO
BbI3bIBAJ 3HAUUTEIbHOE CHUXEHUE YACTOThl MJIU TMOJHOE
MpeKpauieHue MPUCTYIIOB, HO W MPeAynpexaan pa3BuTHe
AA-amunonno3a [10]. Pe3yabTaThl KIMHUYECKUX UCCIENO-
BaHMII KoJxulMHa TIpu Ooje3HM bexuera okasamuch
HEOJHO3HAYHBIMU, XOTS OH TO3BOJISUI TOOUTHCS OIpele-
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JeHHoro addexra y vyacTh OOJbHBIX, MPEXAe BCEro y
xeHIH [41]. B HecKoJIbKUX MBOMHBIX CIEMbIX paHIO-
MU3HUPOBAaHHBIX KOHTPOJUPYEMBIX MCCIETOBAHUAX I heK-
TUBHOCTb  KOJXMIIMHA M3yyadu Yy TAalMeHTOB C
WIMONATUYECKUM PEIUANBUPYIOIINM TepuKapauToM. B
miane6o-koHTponupyemoMm ucciaenoBanuu CORP-2 y 240
TaKuX TMalMeHTOB MPUMEHEHUE KOJXMIMHA 1O CPAaBHEHUIO
¢ muanebdo MpUBEIO K IBYXKPATHOMY CHMXXEHMIO pUCKa
peuuanBoB nepukapanta (21,6% u 42,5%, COOTBETCTBEH-
HO), YTO TO3BOJMJIO aBTOPOM PEKOMEHIOBATb KOJXUIIMH B
KavecTBe mperapara nepBoii tuHuA [42]. CXogHbIe pe3yilb-
TaThl OBUIM MOJYYEHBI W B APYIUX HcciaemoBaHusx [43]. B
cepusix HabioaeHUi 3G(HEKTUBHOCTh KOJXUIMHA Oblia
MoKa3aHa M y MallMeHTOB C HEKOTOPBIMU JPYTUMU ayTOBOC-
MaJINTEIbHBIMU 3a001eBaHUsIMU, B yacTHOCTH TRAPS, xoTs
B 1IeJIOM PE3YJbTaTbl €ro MPUMEHEHUs 0Ka3aJuch MeHee
BIEUATIIIOIIMMU, YeM TIPH ITepUOINIecKoil 6oe3Hn [44].
[TaumreHTaM ¢ ayTOBOCMATUTEIbHBIMU 3a00JI€BaHUSIMU
HEPEeNKO SMIMPUYECKHM HA3HAYAIOT ITIIOKOKOPTUKOCTEPOU-
IIbl, KaK TMpaBWIO, B TeX CIydasx KOIjJa JUarHo3 OCTaeTcs
HESICHBIM, a He3()(hEKTUBHOCTh JeUeHUsT aHTUOMOTUKAMU
MO3BOJIIET UCKIIOYUTh OakTepuaibHble UHGEKIMU. XOTs
TJTIOKOKOPTUKOCTEPOU bl 00JIaIal0T MOIIHON MPOTUBOBOC-
MAJIUTEIbHOM aKTMBHOCTBIO W MO3BOJISIOT 110 KpaHEN Mepe
YaCTUYHO MOAABUTH BOCTIAJIMTEbHBIN OTBET J1I000I NpUpo-
IIbl, TIpY OOJIBIIMHCTBE ayTOBOCIAIUTEILHBIX 3a00JIeBAHUSIX
oHM Maso 3(PheKTUBHB Wi HedpdeKTuBHbB. OTHUM U3
HCKIIOYeHUI siBasieTcst 6osie3Hb CTuia B3pOCbIX, MPU
KOTOPBIX 3TM TIperaparbl OCTAlOTCS CPEeICTBAMU TIEPBOit
JIMHUM, OCOOEHHO TPU CUCTEMHOM, a He CYCTaBHOM Bapu-
aHTe 3a0osieBaHus [45]. YuuTbIBas BBICOKYIO YacTOTYy pa3s-
BUTHUSI CTEPOUIOPE3UCTEHTHOCTU U CTEPOMI03aBUCUMOCTH,
[TIOKOKOPTUKOCTEPOUIBI 11€1€CO00pa3HO COUeTaTh ¢ UMMY-
HOCYIPECCUBHBIMMU IpenapaTaMu, OKa3bIBalOIIMMU CTEPOU-
nocbeperarolee IeiicTBUE, TAKUMU KaK MeToTpekcaT [46].
[Ipu Hea(pHEeKTUBHOCTY WM HEAOCTAaTOYHOI 3(HEKTUBHO-
CTU KOJIXMIIMHA TJIIOKOKOPTUKOCTEPOUbI, B TOM YUCIE B
COYETaHMM CO CTaHAAPTHBIMU OA3MCHBIMU MPOTHBOBOCIIA-
JIMTEIbHBIMU TIperiapaTaMu, MOTYT ObITh MCTIOIb30BaHbI IS
JIeYeHUs] UIUOMATUYECKOTO PeLIMANBUPYIOLIETO MepuKap-
nuta [47]. Y 6onbHbix ¢ cuHapomoM PFAPA mokaszana
BbICOKas1 3¢ (PEKTUBHOCTh OMHOKPATHOIO IpHUeMa IJII0KO-
KOPTUKOCTEPOUIOB B Havaje MpucTyma 3adbosneBanus [48].
M3yueHne MeXaHU3MOB ayTOBOCTIAJIEHUSI OTKPBLIO
HOBBIE TIEPCIIEKTUBBI B JICYEHUM MOHOTEHHBIX U TMOJMUIEH-
HBIX ayTOBOCHIAJIUTEIbHBIX 3a00eBaHuil. OIHUM U3 OCHOB-
HBIX MEIMATOPOB BOCMAIUTEIbHOTO oTBeTa siBnsiercst WJI-1,
MHTUOUTOPBI KOTOPOro (KaHaKMHyMa0, aHaKMHpa, pUIoHa-
1enT) okazanuch 3hdOEKTUBHBIMU MPU MHOTUX 3a00JeBa-
HUSIX 9TOW rpynmbl. DPhekTuBHOCT U 0e30MacHOCTh
KaHaKMHyMa0a (MOHOKJIOHAJbHBIX aHTUTEN, B3aUMOJIEH-
crytoiux ¢ MJI-1p) 6bU1M MPOAEMOHCTPUPOBAHBI B CEPUSIX
HaOJIIO/IEHUIA U TTOATBEPXKAEHbBI B IBOMHBIX CJIETbIX, I1alle-
00-KOHTPOJIMPYEMBIX MCCIEIOBAHUAX, KOTOPbIe MPOBOIM-
JIUCh Y OOJbHBIX MOAArPUYECKUM apTPUTOM (MCCIeNOBAHUS
B-RELIEVED u pB-RELIEVED-II) [49], konxuuuHpe3u-
CTeHTHOM mepuoauyeckoit 6onesnnio, HIDS/MKD wu
TRAPS (uccnenosanue CLUSTER) [50], CAPS [51] u
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oonesnbo Ctuina B3pocibix (uccnenoBaHue CONSIDER)
[52]. Tlo naHHBIM MeTa-aHanM3a 5 WCCIEOOBAHWM, TIpU
JIEYSHUM KaHaKMHYMaOOM TOJHBIN OTBET ObUT TOCTUTHYT Y
109 (85,2%) u3 128 maumentoB ¢ CAPS, npuyem mpenapar
Ob11 39(h(HEKTUBHBIM KaK TPH JIETKOM (CEMEIHOI XO0JI00BOM
KpanuBHUIIE), TaK U Oosiee TsxkenbX (cuHapome Makia-
Vamica u NOMID) ¢penorunax 3adonesanust [53]. B aBoii-
HOM CJIETIOM, IJIale00-KOHTPOJIUPYEMOM HCCIeI0BaHIT
CLUSTER, B xotopoe 0buiM BKIAIOYeHB 181 mamueHT ¢
Pa3IMYHBIMU MH(pIaMMacoManaTusIMM, 4acToTa MOJTHOTO
OTBeTa Ha JIeYeHHEe KaHaKMHymMaboM coctaBuia 71% y
MAlUMEHTOB C KOJXULMH-PE3UCTCHTHOW IEPUOANYECKOM
6onesnbio, 57% — ¢ MKD/HIDS u 73% — ¢ TRAPS [50].
CremyeT OTMETUTD, YTO TIPU YKa3aHHBIX ayTOBOCIIAIUTEb-
HbIX 3a00JIeBaHUSX JIeYeHUe KaHaKMHYMaOOM BbI3bIBAJIO
CHUXXEHUE comepxXaHust SAA, 4TO MMeeT BaxkKHOEe 3HaYeHUe
s ipodunakTuku AA-ammionnosa. MiMeercs mo3uTuB-
HBIIA OMBIT IpUMeHeHuss uHruouTopoB MJI-1 u mpu apyrux
ayTOBOCIAJIUTENIbHBIX 3a001eBaHusIX [55,56].

3aknioueHue

MoHOTreHHbIe U MOJUTeHHbIE ayTOBOCHATUTENbHbIE 3a00J1e-
BaHUSIMU COMPOBOXKIAIOTCS CXOAHBIMU KJIMHUYECKUMU
MPOSBICHUSIMU, TAKUMM KaK JTUXOPajaKa, pa3HOOOpa3HbIe
KOXHbI€ BbICHIMAHUS (KpanmuMBHMIIA, MaKyJonamyaspHas
ChIlIb W T.I.), OOJIM B CycTaBaX M MbIIILAX, YBEJIUUECHUE
IUMGAaTHYECKUX Y3JI0B U Ip., YTO 3aTpydHseT ux audde-
peHLMATbHYIO NTUAarHOCTUKY, OCOOEHHO MPU OTCYTCTBUU
MOJIHOTO CHMIITOMOKOMILIEKCA, XapaKTepHOTO JJIsI TOTO
WA MHOTO 3abosieBaHMs. JIOMOJHUTENbHbBIE CIOXHOCTH
CBSI3aHBI C TEM, 4YTO 3a HEKOTOPBIMM MCKIIOUCHUSIMU
(HampuMep, Toarpa) ayToBOCIAIMTEIbHbIE 3a00IeBaHNU,
0COOEHHO MOHOTEHHbBIE, BCTpPEUYaloTCcsl KpaiiHe penko M,
COOTBETCTBEHHO, MaJl0 M3BECTHBI BpayaM. TpyaHOCTH ycTa-
HOBJICHHMSI KOHKPETHOTO HO30JIOTMYECKOTO TUarHo3a MILTIo-
cTpUpyeT TOT (akT, 4YTO Jdaxe cpead OOJbHBIX,
BKJIIOUEHHBIX B MEXIYHApOAHBII PErucTp ayToBOCIAJM-
TeIbHBIX 3a0oneBaHuii (Eurofever), B KoTopoM IPUHUMAIOT
yyacTue Beaylire CHelMalnCcTbl U3 pa3HbIX CTPaH, MPUMeEp-
HO B 10% ciyyaeB IMarHOCTUPOBAIM “HeOIpeaeeHHbIN”
MEePUOANYECKUIA JTUXOPATOUYHBII CUHIPOM.

Bo3MOXHOCTb CBOEBPEMEHHOI TUArHOCTUKM ayTOBOCHA-
JINTESIbHBIX 3a00JIeBaHUT B 3HAYMTEIBHOIN CTETIEHU 3aBUCHUT
OT HACTOPOXXEHHOCTHU Bpavyeil ¥ UX CIIOCOOHOCTH OTOMTHU OT
TaMIIOB (HampuMmep, Juxopaaka — 3TO MHOeEKUUs) U
pa3o0parThCsl B 4aCTO HEOOBIYHBIX KIMHUYECKUX TMPOSIBIIE-
HUsIX Oose3Hu. 1T MHOTMX MOHOTEHHBIX M HEKOTOPBIX
MOJIUTEHHBIX ayTOBOCMAIUTEIbHBIX 3a00J€eBaHUil, B TOM
yucae nepuoaunuveckoir 6osnesnu, TRAPS, HIDS/MKD,
CAPS u PFAPA, xapakTepHbl MPUCTYNbl JUXOPAaAKUA B
COYETAaHWU C IPYTUMM MpPU3HAKAMU BOCHAJEHUsI, KOTOPbIE
BO3HUKAIOT C OTpeeICHHON TIepUOANIHOCTBIO, HEPEIKO Ha
MPOTSIKEHUM UIMTENbHOTO BPEMEHU, U MOTYT MPOXOAUTH
camocTosiTeJbHO. [IpM MOHOTEHHBIX ayTOBOCHAIMUTEIBHBIX
3a00JIeBaHUSIX KJIIOYaMU K JMArHO3y MOTYT OBITh TOSIBJIC-
HUE TIepBBbIX CUMIITOMOB B IETCKOM BO3pacTe /UK ceMeii-
Hblli aHamHe3. OgHAaKO TpPW TIEPEUMCICHHBIX BBIIIE U
IPYTUX ayTOBOCTATUTEIbHBIX 3a00J€BAHUSAX BO3MOXHO
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pa3BUTHE B 3pEJIOM WJIM JaXe MOXWIOM BO3pacTe U XpOHU-
yeckoe/pellMaMBUpyIoliee TeueHue 0e3 CTepeOTUITHbIX
MPUCTYINOB. B Takux ciyvasx npeanojaraTb ayToBocIiajie-
HME CIIeflyeT TOJbKO IOCJe MCKITIOUeHHUs Oojee 4JacThIX
MPUYMH BOCHAIUTEIbHOTO OTBETA, TAKMX KaK MHMEKIUH,
3JI0KQYeCTBEHHBIE OMYXOJU M OCOOCHHO ayTOMMMYHHBIE
3a00JIeBaHNS, KOTOPBIE XapaKTePU3YIOTCSI CXOAHBIM TIOJIH-
MOpGhU3MOM KIMHUYECKUX MposiBAeHMit. Eciu npennona-
raeTcsi MOHOTEHHOE ayTOBOCHAIUTENbHOE 3a00JIeBaHUE,
HEOOXOIMMO MPOBECTH MOJIEKY/ISIPHO-TEHETUUECKOe MCCIe-
NOBaHMUE IS TIOATBEPXACHUS HAJIWYMS ONpPEAeTeHHON
HO30JIOTUYECKON (OPMBI, XOTSI OTCYTCTBUE IMATOT€HHBIX
MYTallMil TEHOB He BCeraa MO3BOJISET UCKIIOUUTh COOTBET-
CTBYIOILIMIA AMarHo3. BaxkHOCTh CBOEBPEMEHHOTO pacro3Ha-
BaHUSI ayTOBOCTIAJMTENbHBIX 3a00JI€BaHUI OTpenesieTcst
BO3MOXHOCTbIO 3(h(PEKTUBHOIO MAaTOTeHETUYECKOTO Jieue-
HMSI TIO KpaiiHell Mepe HEKOTOPbIX U3 HUX (HarpuMep, Npu-
MEHEHME KOJXWIIMHA TPU TIePUOINYSCKON OOJMe3HN MU
WAMOMATUYECKOM DPELUIMBUPYIOIIEM MepUKaApANUTe WU
unruouropop MJI-1 mnpu uHBIaMMacoManatusx WIn
6one3nn CTuia B3pOCIbIX).
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Differential diagnosis of autoinflammatory diseases

S. Moiseev, V. Rameev

Tareev Clinic of Internal Diseases, Sechenov First Moscow State Medical
University, Moscow, Russia

Immune-mediated inflammatory diseases are currently regard-
ed as continuum intergating the complex interplay between
the innate (autoinflammation) and the adaptive (autoimmuni-
ty) immune system. Autoinflammation is essential for patho-
genesis of multiple monogenic autoinflammatory disorders
and certain polygenic diseases, such as adult-onset Still’s dis-
ease or idiopathic recurrent pericarditis. Autoinflammatory
disorder should be suspected in patients with clinical (e.g.
fever) and laboratory (elevated ESR and C-reactive protein,
neutrophilic leukocytosis) signs and symptoms of inflamma-
tion that cannot be explained by the other more common caus-
es, that is, infections, malignancy and autoimmune diseases.
Patients with monogenic autoinflammatory diseases, includ-
ing familial Mediterranean fever or cryopirin-associated peri-
odic syndrome, usually present with recurrent episodes of
fever accompanied with other symptoms that typically begin
in childhood or adolescence. In a proportion of cases, similar
manifestations can be detected in other family members.
However, patients can also present with adult-onset and /or
chronic disease whereas family history can be absent. AA-
amyloidosis affecting kidneys can be “initial” manifestation
leading to a diagnosis of autoinflammatory disease. Genetic
tests are essential for diagnosis and differential diagnosis of
hereditary autoinflammatory disorders.

Key words. Autoinflammatory disorders, familial
Mediterranean fever, cryopirin-associated periodic syn-
drome, TRAPS, mevalonate kinase deficiency.
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