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Jluxopazka — omgHa u3 Hanbo/mee YaCThIX TPUYIMH
obparreHns 3a MEIUIMHCKONM ITOMOIIBIO B TPAKTUKE
Bpaua. Yarre BCEro oHa HOCUT MHQEKIMOHHBI T€HES,
OIHAKO €CTb I[e/IbIi PAL HEMHMEKIIMOHHBIX 320071€e-
BAHMII, TAKIKE COMPOBOSKIAOIMINXCS TMXOPATKOI.

JIuXopasKa — 9TO CUCTEMHAs 3AIUTHAS PEAKIINSA
OpraHmM3Ma, BBIPASKAIOIIAACS B TIOBBIIIIEHNI TEMIIEPA-
TyphI Tena Boime 38,0 °C B pe3yabTaTe IepecTPOIKN
[IEHTPA TEPMOPETY/IAIINIM TUIIOTA/IAMYCA, TI0]] BO3IETi-
CTBMEM PA3/TMYHBIX BEIECTB, HA3HIBAEMBIX UPOTECH-
HbIMU (haKTOpamMIL. B KauecTBe BHEITHMX TIUPOTE€HHBIX
areHTOB MOT'YT BBICTYIATh OAKTEPUAMbHBIE TOKCUHBI,
BUPYCHI, TPUOBI, TIPOCTENIINE, PASTUIHBIE XUMIUYE-
cKue BerecTsa u apyrue ¢parTopsl. [Tomamas B opra-
HM3M, TICPBUYHBIE MPOTEHBI BHISHIBAIOT 0OPA30BAHIE
BTOPMYHBIX SHIOTECHHBIX MMMPOTEHOB, B CBA3Y C YeM
IIPOMCXOIUT IIEPECTPOVIKA AKTUBHOCTI XOIOI0- U TEII-
JIOYYBCTBUATE/NTBHBIX HEMPOHOB IIEHTPA TEPMOPETY/IA-
1Y, TIOHV>KAETCS TIOPOT YyBCTBUTEMHHOCTI K XOJIO-
Iy ¥ HOpMa/IbHAs TEMIIEPATYPa CPeabl BOCIIPUHIMA-
eTCAa Kak TIOHM>KEHHAas. B pe3ynbraTe MpOMCXOIUT
YBE/MYEHME TEIIOMPOAYKITNIN U YMECHBIIIEHE TETI/IO-
OTa4M U KaK C/IEACTBIE — IIOBLIIIEHNE TEMIIEPATYPBI
Tenma (CM. PUCYHOK).

B 3aBucMMOCTY OT IIPUYMHBI BOSHMKHOBEHMS Pas-
AUMYAOT MHQEKIIMOHHbBIE M HEMH(EKIIMOHHBIE TUXO0-
pamounbie cocTOAHMA. /IMXopagka MHPEKIIMOHHOTO
MIPOMCXOKICHNSA PA3BUBACTCSA, KaK C/IEAYET M3 HA3BA-
HIA, B OTBET HA BO3IEVICTBIUE MTATOTEHHBIX MUKPOOP-
TaHM3MOB ¥ MPOAYKTOB UX pacmana. Hemudermon-
HBIE IMXOPAIKY BOZHUKAIOT TIPU BO3AEVICTBUM PA3-
MMYHBIX (PaKTOPOB, BHISHIBAIOIINX MOBPESKICHME TKA-
HEM ¥ aCENTUYECKOE BOCIA/TEHNUE, HATPUMED IIPH
O>KOTaX, MEXAHNIECKMX TPABMAX, MACCUBHBIX KPO-
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BOUBIMAHUAX, OOIIMPHBIX MHMAPKTAX, a/leprude-
CKUX PEAKIINIX, ayTOMMMYHHBIX IIporieccax u ap. Ta-
KuM 00pa3oM, Bpauy, HaOMIOMAIOIIEMY MAIVIEHTA C
IMXOPAIKO, IPUXOAUTCA TIPOBOAUTE AuddepeHIm-
a7IBHBIN JUATHO3 II€/I0TO Psama 3a00IeBaHMIA.

B HacToOsmIee BpeMsI BBIAC/AIOT TPYHITY BPOSKAEH-
HBIX, TAK HA3HIBAEMBIX ITEPMOINYUECKUX (MM ayTOBOC-
MMaTUTENBHBIX) CMHIPOMOB, T€UEHMUE KOTOPBIX XapaK-
TEPU3YETCS TIEPUOANIECKON MMXOPAAKON B COUETAHUN
C CMMIITOMaMM CUCTEMHOTO BocaneHus. Ha aTux 3a-
60/I€BaHMUAX XOTEMOCH OBl OCTAHOBUTHCA MOAPOOHEE.
ITo mocremuent Kaaccudukaimmy EBporerickoro odrre-
CTBa MMMYHOAEbUIUTOB Ay TOBOCIIAMATE/IbHBIE 3200-
JICBAHMSI OTHECEHBI K MIEPBUYHBIM UMMYHOIE(MUITUT-
HBIM cocTOosSHMAM. OHI 00YC/IOBIEHBI TEHETUYCCKUM
HapyIIIeHNEM B3aMMOZEVICTBIUS PEry/ISITOPOB BOCHAIE-
HUSA ¥ BO3HUKAIOT MIPU OTCYTCTBUM TATOTreHa. [Ipu He-
KOTOPBIX M3 HMUX BO3MOSKHO PAa3BUTHME aMU/IONMI03A.
ITpu 3TOM y anMeHTOB HE ONPEAe/ISAI0TCS IPU3HAKN
Ay TOMMMYHHOJ arpeCCUM (ayTOAHTUTEA, AYTOPEaK-
TuBHbIE T-mMdormTs). K TpyIimne ayTOBOCIAUTE /-
HBIX 3200/ICBAHUT OTHOCATCS CEMEHAS CPEIU3EMHO-
MopcRas mxopazara (FMF), mepmoayieckmit CUEIPOM,
ACCOIMMPOBAHHBIN C PEIEITOPOM (PAKTOPA HEKPO3A
omyxomu (TRAPS), rumep-IgD-cuuzapom, CUHIPOM
Maxkn-Bennca (MWS), XxpoHMYECKMIT M/IaAeHYECKIUT
HEBPOIOTUYECKUI KOSKHO-apTUKY/ISAPHBI CUHIPOM
(CINCA/ NOMID), ceMeriHas XOMOA0BasA KPATIBHIA-
ua (FCU/ FCAS).

CeMerHas cpeam3eMHOMOPCKas amxopaaka (Famil-
ial Mediterranean fever) — Hanbosee 4acTo BCTpeyae-
Masl U3 ONIMCHIBAEMBIX ITATO/OTMI, KOTOPAs Mopa>Ka-
€T IIPEMMYIIIECTBEHHO HAIIMOHATHHOCTY, IIPOSKUBAIO-
[Iue B 30HE CPEAM3EMHOMOPCKOro bacceiHa (eBpeu-
cedapmapl, TYPKU, apMsAHE, CEBEPHBIE aQPPUKAHITBI U
apabpbl), XOTs MOSKHO HAWTY OIVCAHME CIYYAEB U Y €B-
peeB-alIkeHas3y, TPEKOB, PYCCKMX, 6OMrap, UTa/bsH-
nes. Yactora BcTpeuaemoctu — 1:1000 — 1:100000.
B pyccros3bIYHOM MUTEpAType BCTPEUAETCS B OCHOB-
HOM [0/ HA3BAHMEM «IIEPUOJUUECKON OOME3HI».

Ten, nedexT KOTOPOTO OOYCMIABIMBAET HAHHOE 3a-
6o/meBanmMe, T0KATM30BAH HA KOPOTKOM Tiieue 16 xpo-
mocoMmbl (16p13.3), o6osHauaerca kak MEFV, skc-
TIPECCUPYETCS MPEUMYIICCTBEHHO B TPAHY/IOIUTAX U
KOOMPYET TIPOTEUH, HA3BIBACMBIV TIMPWH (MU Mape-
HOCTpHH). Ha OCHOBaHMM PA3MMIHBIX UCC/ICTOBAHMIA
TIPEATIO/MATAETCS, UTO MUPUH UTPACT HETATUBHYIO pe-
TYATOPHYIO PO/ B Pa3BUTUM BOCHAIUTEIHHOTO IIPO-
necca. Hambomee pacmpocTpaHéHHAs MyTanus —
M694V (3ameHa MeTHOVHA Ha BanuH) 1 BeTpedaeTcs
y 80 % 06c/IeIOBAHHBIX C IEPUOAMIECKON OOMC3HBIO
7 ACCOLIMMUPYETCSA C TSSKENBIM TCUCHUEM 3a00/ICBAHNSA
¥ BBICOKVIM PUCKOM PAa3BUTHUA aMUIOVUA034.

3aboneBanne HauMHAET TIPOABAATHCA ¥ 90 % ma-
IMEHTOB B IETCKOM ¥ IOHOIIIECKOM BO3PACTE U XapaK-
TEPUBYETCS KOPOTKUMI 10 TTPOJOISKUTETBHOCTH (OT
6 10 96 9acoOB) IPUCTYIIAMY TUXOPATKYU B COUCTAHUI
C CEpO3UTAMMU (TIEPUTOHNT, TI/IEBPUT, apTpuT). o B
SKUBOTE — HAaMOO/IEE YACTO BCTPEYAEMBI CUMIITOM
pu mauHOM maTonoruu (y 95 %), Hepearo 6omeBoit
CUHIPOM HACTO/BKO BBIPASKEH, YTO MAIIMEHTHI IIOJ-
BEPraroTCsa HEONPABAAHHLIM OIIEPATUBHLIM BMeEIIIa-
TE/bCTBAM B CBA3M C Pa3BUTUEM KapTUHLI OCTPOTO
>kuBOTA. 7151 75 % OOMBHBIX XapaKTEPHO TOPASKEHE
KPYITHBIX CYCTABOB (KOTIEHHOTO, TOIEHOCTOIHOTO, Y-
Ye3aTsACTHOTO) TI0 TUITY MOHOAPTPUTA. Boim B Tpyam,
00yC/IOB/IEHHBIE PA3BUTUEM OIZHOCTOPOHHETO TI/IEBPH-
Ta, onucaHbl y 30 % ManmMeHTOB. DPU3UIC/IOUITHBIC
KO>KHBIE BBICHIIIAHMA, TOKAIN3YIONECs. B OCHOBHOM
Ha HVSKHUX KOHEYHOCTAX, OTMEUAIOT (10 Pa3HBIM
mauHbiM) y 7-40 % 6ombHBIX. YacTOTa BOSHUKHOBE-
HIS TIPUCTYITOB TOCTATOYHO BapmabembHa.

OcTpbie MPUCTYIIBI COMPOBOIKAAOTCS TOMUMOPQ-
HOSOEPHBIM /IeNKOIINTO30M, yBenuueHueM CO, Bo
BpeMs IPUCTYIOB TaK>KE OTMEUYAETCs BO3pACTaHUE
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comepskauus puOpMHOTEHA TI/Ia3MBbl KPOBU, TAIITOT-
nobuna, C-peakTuBHOTO Oenka, anbdal-aHTUTpUICH-
Ha, CMATOBBIX KUC/IOT U IEPPY/IOI/Ia3MIHA, KaK IIpa-
BUJIO, BCE 9T IIOKA3aTE/IU BO3BPAIIAIOTCI K HOPME B
TIEPUOI MESKAY IPUCTYIIAMIA.

[Iporuo3 mpm KAHHOM MATOAOTUU OIpPEneasieTCs
pPasBUTMEM aMU/IOU034 C IIPEUMYIIECTBEHHBIM I10-
paskeHMeM ToYeK. o BHeIPEeHMS B 1€UeOHYIO IIPaK-
TUKY KOAXUIVHA aMU/I0NI03 pa3BuBancsa y 60 % ma-
umenToB mmocie 40 erT.

Teparmms komxuraom B nose 0,02-0,03 mr/kr/cyT
(MarcUMyM — 2 MI/CYT) YMEHBIIAET BLIPASKEHHOCTD
¥ 9ACTOTY TIPUCTYIIOB 3a00/ICBAHMSA, 4 TAKSKE, ITO OO-
/Ie€ Ba>KHO, IIPEIOTBPAIIACT Pa3BUTHE IIOYCUHO He-
IOCTATOYHOCTM ¥ PaHHETrO /AETATbHOI'0 MCXOHa OT
ammmonmosa. Konxuiina He a¢ddERTUBEH MIPU yKE
PasBMBIIIEVICA ATAKE, B 9TOM C/Iydae Hambojiee BbIpa-
SKEHHOE JEeVICTBUE OKA3BbIBACT IIPUEM HECTEPOUIHBIX
MIPOTMBOBOCTHATNTETHHBIX CPELCTB.

Tunep-IgD-cUHAPOM (TUIIEPUMMYHOTIOOYIMHEMIAS
D ¢ npuctynamn muxopaznky, HIDS) BriepBbie ommcan
Van de Meer B 1984 1. Tumnep-IgD-cuHIpOM — ayTOCO-
MHO-PEIMCCUBHO HAC/IeIyeMoe 3a00/IeBaHIe, XapaKTe-
pM3YyIOIIeecs IOBTOPSIONIMMICS 3IM300AMMY IMXOPAI-
KU B COYCTAHWUM C TOMOBHOM OO/MBI0, MMQATEHOIATH-
€11, apTPaATUEH, SKETYTOUHO-KUMICIHBIMU PACCTPOI-
cTBamy (00MM B >KMBOTE, OMapes, TOILIHOTA) 0Oe3
BOCIIAZICHMS OPIOIIMHBI 1 KOSKHBIMM BBICHITAHVSIMA.
3aboreBanue OeOIOTUPYET, KAK [IPABW/IO, B BO3PACTE IO
TOoa ¥ Yallle MOPa>KaeT SKUTE/MEV 3arrafHO EBpOIThI.

OTBeTCTBEHHBIM 3a pa3BuTue rumnep-IgD-cuaApOoMa
SIB/ISIETCSI T€H, TOKA/IVM30BAHHBIN Ha J/IMHHOM I17Iede 12
XpoMOCOMBI (12q24), KOAUPYIOIINI CUHTE3 MEBAJIO-
HaT-KuHAa3bl. C/IeICTBMEM TEHETUYIECKOTO AedeKTa sIB-
JIACTCS YBEIUYCHNE KOHIICHTPAIINM B MOYE MEBa/IOHO-
BOJ KMC/IOTHI, IMATHOCTUPYEMOE TP 00C/IE TOBAHMA
JIALL C JAHHOM maToiorueii Ha ¢hone mpuctymna. Kakum
00pasoM AePUIUT MEBATOHAT-KMHA3HI BBI3BIBAET Pa3-
BUTHE JAHHOV KAVMHWYECKON ITATO/MIOTUY ¥ TIOBBIIIIE-
Hue ypoBHA IgD, 0 cuX Op HEM3BECTHO.

TIpomoasKNTEe TPHOCTH MPUCTYIOB IIPU JAHHOM 3a-
6o/eBaHUM COCTABNAET 3—7 MHEW, MAPOKCU3MBI Ha-
6/II0IAIOTCS C MIEPUOIUYHOCTBIO 4-6 Hemenb. YacTo
BO3HMKHOBEHMUIO TIPUCTYIIOB IPEAIIICCTBYCT HATUUME
MIPOBOIMPYIOMMUX (HAKTOPOB B aHAMHE3E — CTpecCC,
omeparyisi, TpaBMa, BAKIIMHAIIVS. TUIMTIHBIE TIPUCTY-
bl HAYMHAIOTCS BHE3AITHO C TTOABEMA TEMIICPATYPHL.
Bomu B >kMBOTE, IMapesi, pBOTa, apTPAIrMs BCTpeda-
orcsa B 70-80 % cay4aeB. YacTh MAIMEHTOB IMTOJIBED-
TaJauCh TOBTOPHBIM /1aTIADOTOMUAM B CBSI3U BBIpA-
>KEHHOCTHIO 0O/IEBOTO CMHIPOMA, TIPU 3TOM OTMEYa-
JIUCD /IUTID IPU3HAKY ME3CHTEPUATBHOTO AuMdbare-
HUTAa. [louTM y BCeX MALIMEHTOB BO BPEMs aTakKu
3a00/ICBAHUS OTMEYAETCA T€HEPANU3OBAHHASL /TUM-
(ameHOmaTVA U Y MOMOBUHBI — CIVIEHOMET A/, TIAT-
HUCTAs VIV TITHUCTOMAITYAE3HAS ChIIb IOKATBHOTO
xapakTepa — B 80 % caydaes, moutn 'y 70 % 60/1b-
HBIX — TIPOSBICHUS APTPUTA, OOBIYHO CUMMETPUIHO-
T0, C IOPa>KeHMEM KPYITHBIX CYCTABOB, IIPY 3TOM OT-
MEUYEHO, UTO KO>KHBIEC U CyCTABHBIC CUMIITOMEI Pa3-
PEIIaoTCs MEJI/ICHHO.

JTabopaTOPHBIM KPUTEPUEM AMATHOCTUKINA SABJIAET-
Cs1 oIIpele/IeHNEe TIOBBIIIIEHHOTO YPOBHS CHIBOPOTOU-
uoro IgD Beire 100 Ul/ml, 8 80 % ciay4aeB Tak>Ke OT-
meugaeTtcs noseimenue IgA u B 40 % — IgG. Taxske Bo
BpeMs IIPUCTYIIa oTMedvaeTcs moBwiteane COD, nen-
KOIMTO3. [IpMedaTeIbHO, YTO Pa3BUTIE AMUIOUIO-
3a TIPM TaHHOW HATOJIOTUM MPAKTUYUECKU HE BCTpeUa-
eTcst; 0OBIYHO C BO3PACTOM BBIPASKCHHOCTD IIPUCTY-
IIOB YMEHBIIIAETCsI, SIBICHUS apTPUTA HE OCTAB/IAIOT
IECTPYKTUBHBIX U3MEHEHU. B leUeHNY IPUMEHSIOT
BBICOKOZIO030BbIE CTEPOVIHBIE TOPMOHEL.

CMHIPOM, aCCOLMMPOBAHHBIN ¢ perernTopom 1 ¢ax-
Topa Hekposa omyxoseit, TRAPS-curapom (Tumor
Necrosis Factor Receptor 1 — Associated Periodic Syn-

drome, cemerinas upranackas auxopanka — Familial
Hibernian fever) mpeacrasnser coboit CMHIPOM C
ayTOCOMHO-IOMUHAHTHBIM TUIIOM HAC/IEJOBAHMSI.

Ten, oTBewarommii 3a JAHHYIO ATOIOTUIO, TOKA/IN-
30BaH B KOPOTKOM Itede 12 xpomocomsl (12pl3),
arot red (TNF RSF1A) kogupyet penentop ¢parTopa
Hekposa onyxomu 1 tuma (DHO-1). ATaku mpu aToM
3abomeBauMM 0OYCIOBIEHBI 3HAYNUTENBHBIM CHIUSKE-
HIMEM YPOBHSA PACTBOPUMON (PAKIUU PEIEITOPA
®HO 1, KoTOpast UTPAET POIb AOBYIIKY A/ PAKTO-
Pa HEKPO3a OMyXO/EN.

Broepsble cyvan JaHHOM ITATOMOrMM OB OMMCAH
B CEMbE MPAAHAIIEB, UTO U MPELOIPEIe/IU/I0 Ha3Ba-
HUE 9TOTO CUHAPOMA, B HaThHEWIIIEM CXOTHAS KU~
HMYECKAS KAPTMHA OBl OMMCAHA B CEMbIX aBCTPA-
MunLeB — BoixoatieB us [1loTaaHauUM 1o Ha3BaHMEM
«CeMelHAS TTePUOAUIECKAS TUXOPATKA», TIPU TTOC/Ie-
IYIOIIEM MCCACAOBAHUY OBIIO OTMEUEHO, YTO ITHH-
YeCKO NPEeAPACIIONOSKEHHOCTY K TaHHOM ITaTO/IOT N
He HaOMIIomaeTcs.

CocTossHMe XapaKTepU3yeTCs MPUCTYIIAMU TUXO-
panku, 6OMAMM B SKUBOTE U TOKATBHBIMY MUAIT V-
MU. B RAMHMKE JAHHOTO 3a60/I€BAHMSA TAKIKE OIMCA-
HBl 3MMU30AUYECKUE IPUTEMATO3HBIE MOPASKEHMU,
muMbameHOIATA, KOHBIOHKTUBAT, OJHOCTOPOHHA
MIepMOPOUTAIBHBIN OTEK, CUHAPOM OTEYHO MOIIOH-
K¥, onuroapTpaarus. IIpogomsKuTe1bHOCTD ATaK Ba-
puabenbHa (OT OHOTO AHS O HECKOMBKUX MECAIIEB), B
cpemHeM — aBe-Tpu Hegenu. CTpecc, MOBBIMIEHHOE (Pu-
3UYECKOE ¥ 3MOIMOHATLHOE HATIPSSKEHNE YaCTO SB-
JIOTCA TTpoBoLMpyoimmu Gaxropamu. [Tpu mabopa-
TOPHOM O0C/IETOBAHUYM BO BPEMS ATAKM BBIABISIOT
yBEIMYEHNE YPOBHA OE/IKOB OTBETA OCTPOI (hasbl.

[Tporuo3 ompenenseTcs pasBUTUEM CUCTEMHOTO
AA ammionmosa, TpM KOTOPOM Hambolee YacTo
BCTPEUAIOTCS MOPASKEHSI TIEUCHU U TTOUEK.

B nevueHUM IPMMEHSIOTCS BBICOKUE O3B ITIOKO-
KOPTUKOCTEPOUIOB, B TIOCAEAHUE TOMBI TTOKA3aH XO-
pormit 3¢ ¢ERT aHTUIMTOKMHOBBIX IIperapaTos. Ha-
mpuMep, IPUMEHEHME ITAHEPIENTA CIIOCOOCTBYET
00pATHOMY Pa3BUTUIO MU 3AMEIICHUIO TIPOIPECCH-
poBaHMA cucTeMHOTO AA aMu/IoMmo3a.

OtpenpbHO B IPyIIIE HACTIEYEMBIX ITEPUOINYIECKIX
JTUXOPATOYHBIX COCTOSHUI BBIAC/IAIOT IEPUOIUICCKIEC
CUHAPOMBI, ACCOITMMUPOBAHHbBIE ¢ MyTarmeyt reHa CIAS]
(CAPS - CIASI Associated Periodic Syndromes): cuu-
npoMm Maxki-Benica, ceMemHbBIN X0/T00BOI ayTOBOC-
na/mrenbubii cuaapom (FCAS), mianeHveckoe repuo-
[IMYECKOE MY/IBTUCUCTEMHOE BOCIA/TUTEIBHOE 3a00/1e-
Baume (NOMID/CINCA).

Ter CIAS] nokanm3oBaH B IJIMHHOM mjede 1 Xpo-
MocoMmbl (1q44) u RogupyeT O€0K Mo Ha3BaHUEM
kKpuonupuH. Pomb KpronuMpmuHA B KAETKE A0 KOHIIA
elle Hem3BeCcTHa. Ha OCHOBaHUM MMEIOIIUXCS CBese-
HWJ TIPEAIIONATAETCs, YTO OH BOB/ICUEH B PETY/IAIIUIO
aronTo3a M CUTHATBHOTO TTYyTH BOCIIATATETBHOTO OT-
BETa Yepe3 aKTUBALINIO KACIIAa3.

Cunnpom Maka-Benica — penkoe 3aboeBanue, Ha-
cAeAyeMOe TO ayTOCOMHO-IOMUHAHTHOMY THUITY.
Y GonbHBIX HAOMIOMAETCA ITOCTOAHHOE YBEIMYEHUE
nponykiuyu VJI-13, He CBsA3aHHOE CO CTUMY/IAIIMUEN
K/IETOR-TIPOIYIICHTOB BO3IECVICTBMEM TTATOTCHHBIX (DaK-
TOpoB. OHO BO3HMKAET B PE3Y/IbTATE IOBBIIICHHOIO
YPOBHSA MPOIIECCUHTA TIpeaecTBeHanKa V/I-1 b mogx,
BIMAHMEM Kacmasbl-1 (M/I-1-KOHBEpPTA3bl), IIpEBPAIIIa-
roreit npeamectsenunky VIJI-13 u WJ/I-18 B 6Guoxoru-
YECKM AKTUBHBIE 3pe/Tble (POPMBI STHX IIMTOKMHOB.

B RIMHUKE OTMEYAIOTCS ATAKYU TUXOPAIKHU, COTIPO-
BOSKJJAIOIINECS aAPTPAITUEN, KPATIMBHUIIECH, SIBICHWA-
MM KOHBIOHKTUBUTA, PEKE — MUKPOTEMATYPUS, TUM-
dameHomaTsA, TEMaTOCIIEHOMETAMNA, OO/ B SKUBO-
Te. B HEKOTOPBIX OMMCAHUAX BCTPEUAIOTCS JOTIOTHU-
TE/TbHBIC CUMITTOMBI, XaPAKTEPHBIC /1T POICTBEHHBIX
cuagpomos CAPS: mpoBoranus Xo10m0mM, HEBPOIO-
TUYeCKME TIPOSBICHMA.



ITpu mabopaTopHOM 00C/IENOBAHMM BO BPEMS IIPU-
CTyHAa BBIAB/IAIOT MOBBILICHME YPOBHA C-pEaKTUBHO-
TO TIPOTEUHA, TENKOIUTO3.

ITporHo3 ompemensieTcs IIyX0TOM, pa3BUBAIOIICI-
Cs BCIEACTBYME aTPOUM CIYXOBOTO HEPBA, CUMIITO-
MaMU TIPOTPECCUPYIOIIETO MYTBTUOPTAHHOTO AMUJIO-
nmosa AA tumna.

B Tepanmu mpuMEHSIOTCS CTEPOUIBI B BBICOKUX JI0-
3aX; C YCIIEXOM HAIIIE/T CBOE MMPUMEHEHME PEKOMOU-
HaHTHBI aHTaroHucT I1-1R (aHakuHpa), HasHAYEHIE
9TOro Tpernapara 60IbHBIM IPUBOANUT K MCUE3HOBE-
HUIO BOCIIATUTEIbHBIX CUMIITOMOB Y3Ke depe3 JeHb
TIoc/Ie Havaa IeYeHS.

XpoHNYECKUIT MIAIEHUYECKU HEBPOTOTUUECKUIL
KO>KHO-apTUKyapHbmi cuaapom (CINCA syndrome,
chronic infantile neurologic, cutaneous, articular syn-
drome, NOMID/IOMID, Neonatal/Infantile Onset
Multisystem Inflammatory Disease, MmmameHuecKOe
TIEPMOANHIECKOE CUCTEMHOE BOCIIAIUTEIBHOE 3a00/eBa-
HIME) — PEIKOE TASKENOE BOCIIAIATEBHOE 3a00/ICBAHIAE,
TaK>Ke aCCOIMMPOBAHHOE ¢ myTarmert reHa CIAS].

KnuHndeckass KapTUHA XapaKTePU3yETCs ATAKAMU
YPTUKAPHBIX BBICHIIAHUI, BOCHATUTE/THBHBIMHI TTOPA-
SKEHUSAMM T71a3, TPOTPECCUPYIOIIUM IMOPASKEHUEM
CYCTaBOB U HEPBHOU cucTeMbl. MaKkynonamnynésHsle,
YPTUKAPHbBIEC BBHICHIIAHUS YaCTO IMPUCYTCTBYIOT Y3KE
PU POSKIAEHUM, OTHAKO UX MPOSBACHNUSA B JaTbHE-
IIIeM MOTYT BapbMpPOBaTh. [[OpasKeHMs CYCTABOB pas-
AVYHBI [0 CTEHEHU BBIPASKCHHOCTU. [lopaskeHme
HEPBHO CUCTEMBI IIPOSIB/ISIETCS B BUAE XPOHUUECKO-
0 MEHMHTMUTA, UYTO BeJAET K MPOrPECCUPYIOIINM HEB-
POTOTUYECKMUM HAPYIIECHUAM (STU/IETICUSA, TUAPOIIE-
damms, atpodusa koprosoro Bemrectsa). C Bo3pacTom
MOTYT TaK>Xe IIPOrPEeCCUpPOBATDh HEMPOCEHCOPHAS
ryxoTa u ocnabaeHme sperus. JleTu gaie posKaa-
FOTCS HEJOHOIICHHBIMMY; TIPU MCCACAOBAHNUA TI/IATICH-
TBhI B HEKOTOPBIX CAYYAsIX OTMEYAIOT IIPU3HAKM BOC-
TaseHUs, AHOMATUY CTPOCHAS.

ITpu nabopaTopHOM 00C/AENOBAHMM OTMEYAIOT HE-
criermdmyecKme IPUSHAKY BOCIIA/IEHIS: AHEMUIO, /IET-
KOIUTO3, HEMTPODM/IIES, TPOMOOIINTO3, YBETUUEHIE
CQO?3, noBbIIIIEHNE YPOBHA 0CTPOGA30BBIX OEMKOB.

L /151 TevYeHNUs IPUMEHSIOT ITIOKOKOPTUKOCTEPON-
IIbI, PEKOMOMHAHTHBIN aHTaroHuCT VI/I-1P.

CeMemHbIN X0/T00BOV ayTOBOCTIA/TUTE/THHBIV CUH/I-
pom (familial cold autoinflammatory syndrome,
FCAS) - penxras ayTOCOMHO-TOMMHAHTHO HACIEAye-
Mast IATO/IOTUS C BBICOKOW CTETEHBIO TEHETPAHTHOC-
TH, TaK>Ke CBsi3aHHas ¢ myTaruen B reHe CIAS1. Dror
CMHIPOM XapaKTEPU3YETCs MPUCTYIIAMU TUXOPATKHA,
COTIPOBO>KJAIOIIEICS HEJOMOTAHMEM, 03HOOOM, apT-
panruernt, MUaaTyueN, MOsB/ICHNEM YPTUKAPHOM CBIIIH,
MO3SKET COYETATBHCA C ABACHUAMN KOHBIOHKTUBUTA U
TMePUAPTUKY/ISIPHBIM BOCIIa/ICHYEM. JJaHHbIE KIMHIYE-
CKUE TIPOABIECHNA PA3BUBAIOTCSA IPUOIUSUTENHHO de-
pes 1,5 gaca mocsie aKRCIO3UIINM Ha XO/TOJIE, IIPY TTOBBI-
[IEHHO BIa>KHOCTM /MO0 IpY PE3KOV CMEHE TEMITE-
paTyphl OKpY>KaroIeit cpenbl. [IpncTyn 3aboaeBaHms
IauTCs 0Komo 24 wacoB. Ko>KHBIE BBICHITAHUS MOTYT
COTIPOBOSKIATHCSA 3YIOM U 60/IEBBIM cUHApOMOM, Kak
i TPV BCEX ayTOBOCITA/IMTEMbHBIX 3a00/I€BAHMAX, aTa-
Ka COMPOBO>KAAETCS TTOBBIMICHUEM YPOBHS TEMKOIIN-
ToB mepudepuyeckoii kposu, COD, yBeamdueHUMEM
ypoBHA 6e1K0B ocTpoit (asbl (CPB, ChIBOPOTOUHBIN
amuaouz A); OTHAKO B CBIBOPOTKE KPOBU HE OTMEHa-
€TCA XO/IOMOBBIX ATT/IIOTMHUHOB U KPMOTIOOY/IMHA.

/151 IevdeHms YCITENIHO IIPUMEHAIOT PEKOMOVHAHT-
HbI anTarouct WJI-1P.

CHHAPOM HEPUOAMYECKON AUX0PasKku ¢ adros-
HBIM CTOMATUTOM, (PapUMHrUTOM ¥ TUM(PaTEHUTOM,
PFAPA (periodic fever with aphthous stomatitis,
pharyngitis and adenitis, cuagpom Mapuanma) dhop-
Ma/bHO B TPYIIIY HAC/AEACTBEHHBIX TEPUOTUIECKIUX
CUHIPOMOB HE BXOJUT, TAK KAK TPV 3TOV MATOMIOTUN

He 00HAPY>KEH HACTEIYEMbI TCHETUUCCKUN AeeKT,
HO B CBS3YM CO CXO/JICTBOM KAMHUYIECKON KAPTUHBI OH
3mech ommcaH. Hac/meicTBeHHYIO TIpeIpaCIONOSKEeH-
HOCTb MO>KHO IIPOC/ACAUTD Y HEKOTOPDHIX MAI[MEHTOB
B BUJIE PELMAVMBUPYIONIETO A(DTOSHOTO CTOMATHUTA /-
60 XpPOHUIECKOTO TOHSU/ITATA Y POLUTE/ICH.

B 1987 r. Marshall et al. Buepsbie ommcamn y 12 me-
Te XPOHUYECKUN CUHAPOM, XapaKTepPU3YIOUIUIICSI
MEPUOAUYUECKUMY ITMU30LAMU BBICOKO AUXOPATKNA
IPOAO/IKUTETBHOCTBIO 3—6 JHEV M TTOBTOPSIOIIEIICS
Ka>Kable 3—8 Hele/Mb B COYETAHMM C A(DTO3HBIM CTO-
MaTUTOM, (PAPMHIUTOM U IIETHBIM AMM@aTeHUTOM.
Yairme 3TOT CUHIPOM BCTPEYACTCSA Yy MATBUYMKOB.
B 1989 1. GbuIN ompeze/IeHbl TUATHOCTUIECKIE KPH-
TEpUU CUHAPOMA, KOTOPBIE OB MOAMMUINPOBAHBI
coycts 10 net.

JuarHocTudeckme KPUTEpUNU CUHAPpOMa Maprmani-
na (PFAPA syndrome) (Thomas et al., 1999):

e mepuoanyeckas HpeOpMIbHAS TUXOPAIKA,

® Hayas0 3a00/ICBAHNMA B PAHHEM BO3paCTe (M/a-

re 5 71eT),

® CUMITTOMBI TIOPA>KEHMS BEPXHUX OTAE/TOB PECIIN-

PATOPHOTO TPAKTA TIPU OTCYTCTBUM MHMEKIINA, &

TaK>Ke MUHVMYM OAUH U3 CACAYIOIINX KAVNHNAYIE-

CKUX CUMITTOMOB:

® abTO3HBIN CTOMATHT,
® IIeHbBI IMM(bATEHNT,
o (bapUMHIUT/TOH3U/IINUT,

® UCK/TIOYEHA ITUK/INYIECKAS HEMTPOIICHMS,

® Ham4Me OECCUMITTOMHBIX MHTEPBAIOB,

® HOPMA/BHBIN POCT ¥ PASBUTHE.

st curmpoma Mapimanna XxapakTepeH OBTOPA-
IOIMINUIACSA B TOYHOCTU Hepuoa Meskay aTakamu. Kak
MPaBU/IO, POAUTEMN OOMBHOTO MOTYT IPELCKA3aTh
IeHb HaYa/ma C/IEAYIONIEro MPUCTYHa. ITa 0coOeH-
HOCTb OT/IMYAET CMHAPOM Mapimania oT BceX Apyrux
TIEPUOAUICCKUX CUHIPOMOB.

B mawajse odepemHOV aTakyu GOMbHBIE OTMEYAIOT
HEIOMOTaHNe, TTOBBIIICHHYIO YTOM/ISIEMOCTD, Pa3apa-
SKUTEIBHOCTh. BOMM B KMBOTE, COMPOBOSKIAIOIINE
JIMXOPAIOYHBIN TTEPUO], OOBIYHO CPEIHEV MHTEHCUB-
HOCTU U He TPeOYIOT KOHCY/IbTAINMU Xupypra. AQTel
TIPOSB/ISIOTCS HE Y BCeX OOMBHBIX, OOBIYHO 3TO MEI-
K¥e 70 5 MM HeCTPYIIIMUPOBAHHBIE, BO3MOSKHO, MHO-
SKECTBEHHBIE MOPASKEHUS CAUBUCTON MOTOCTU PTA,
KOTOpBIE BO3HUKAIOT B IEPBLI JEHDb MPUCTYII, UX
caMopaspelleHne IpoucxoouT B TedeHue 5-10 gHet.
ITpm 1260paTOPHOM MCCACTOBAHUM FACTO OTMEYAET-
CA IEVIKOLIUTO3 C HEATPODUIBHBIM CABUTOM, IIOBbI-
meHne COD.

TpaAUIIMOHHOE MWCIIO/Mb30BAHME AHTUIUPETUKOB
(mapameramon, nbynpoden u T. 11.) JAET MUHUMAIb-
HBI ¥ HEMPOIO/ISKUTEMBHBIN 3 QeKT. /leueHne auTu-
OMOTURAMM HE BAMAET HA BBIPASKEHHOCTD M YaCTOTY
mpuctymnos Oone3un. IIpuMeHeHMe KOPTUROCTEPOUIOB
B MOMEHT IIPUCTYIIA (IPEIHM30/M0H 1-2 Mr/Kr/cyT) mo-
3BO/ISIET IPEPBATh TEUEHME MPUCTYIA, OJHAKO, KaK
MIPaBU/IO, He MPEJOTBPAIIIAEeT mocreayomnx. MHorna
Ha (bOHE TepATUY TIPETHUIOTOHOM U3MEHSETCS TIEPHO-
AWYHOCTD MPUCTYIIOB. [[ONBITKY IPUMEHEHWS IIMe-
TUIVHA, YIUTHIBABIINE €r0 MMMYHOMOIYIUPYIOIIAE
CBOVICTBA (IOBBIIIICHME XEMOTAKCICA 303UHO(DU/IOB U
HEATPOGM/IOB, TIOBBIIIEHE AKTUBHOCTY TM30COMAITD-
HBIX (DEPMEHTOB HEMTPO(DUIOB) C IENBI0 KOHTPO/IA
BOSHUKHOBEHMS OYEPEIHBIX TTAPOKCU3MOB 3a60/1eBa-
HS IPUHOCIN 3(D(hERT UL B OTPAHMYCHHOM YIC-
ne Habmonenmit. I[IpoBeeHME TOH3M/IISKTOMUN TIO-
3BOJIAET MPEPBATH TCUCHME 3a00/EBAHNSA M ABISACTCA
Haubo/Iee YCIIEMHBIM METOIOM aeueHns (9 PeRTUB-
HO B 68-90 % cnyuaes). [IporHo3 3a60/1€BaHUSA B II€-
7I0M 6IATOTIPUATHBIN, HECMOTPSA Ha TO YTO 3a60/1€eBa-
HJE HOCUT XPOHUYECKUI XapaKTep, BOZMOSKHO CaMO-
TIPOM3BO/IBLHOE BLI3IOPOBACHNE B TeueHue 5-10 neT.

B 3aka0vUeHMEe XOUETCS CKA3aTh, UTO OMUCAHHbBIE
3a00/IEBAHNA BCTPEYAIOTCA B OOIIEN ITOIIY/IAIIAN JO-
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CTATOYHO PEIKO, OJHAKO AKTYa/AbHOCTH TEMBI 00-
YC/IOB/IEHA PAHHUM Ae0ITOM MATONOTUMU U B OO/b-
MIMHCTBE CAYY4eB — CEPhESHBIM TPOTHO30M /IS 3710~
pPOBbsA OOMBHBIX. [IpaBU/IbHAS OUATHOCTUKA U BBIOOD
4IeKBATHOW TEPAIIUYU TTO3BO/IAT YIYUIIUTh KAUECTBO
SKUSHU 9TUX TAIIMEHTOB.
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