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PERIODIC DISEASE (FAMILIAL MEDITERRANEAN FEVER) IN CHILDREN
The article provides modern approaches to etiopathogenesis, diagnostics and therapy of the familial Mediterranean fever (peri-
odic disease) in children, clinical and genetic aspects of the disease are considered.
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epuopmnyeckas 6onesHsb (Mb), nn cemeiHas cpe-

AM3eMHOMOpCKas nmxopanka (Famitial

Medirerranean Fever, FMF) (MIM no 249100) -
MOHOreHHOe HacnefcTBeHHOe 3aboneBaHue C ayTOCOMHO-
peLeccMBHbIM TUNOM HaCNeA0BaHMS, KOTOPOe XapakKTepusy-
€TCS CMOHTAHHbIMK BO3BPATHbIMKM MPUCTYNaMu UXOPAAKM
M acenTMYeCcKMM BOCMaNeHNeM Cepo3HbIX 0060N0YeK — Nou-
Cepo3nTOB: MEPUTOHUTA, NAEBpWUTa, CMHOBWMTOB. OCHOBHOE
“ Hanbonee THKENOEe ero OCNOXHEHUE — CUCTEMHbIA aMU0-
ML03, B YaCTHOCTH, aMunonaHas HedponaTtus, C Nporpeccu-
pytoLLEN XPOHUYECKOW MOYEYHOM HepocTaTouHoCTbio (XITH)
npu OTCYTCTBUM NnedveHus. Btopoe ocnoxHeHune b - cnaey-
Has 6onesHb, HepeaKo C Pa3BUTUEM TOHKOKMLLIEYHOW HeMpo-
X0AMMOCTY unun becnnoaus.

MNb - HambBonee pacnpoCTpaHeHHbIM ayToBOCNANUTENb-
HbIA CMHLPOM reTepOreHHoOM rpynnbl peakux HacneacTBeH-
HbIX nepuoaunyecknx nuxopanok (Hereditary Periodic Fever
Syndromes), 4ns KOTOpbIX 06LMM SBNSETCS PAa3BUTUE CMOH-
TaHHOrO BOCMANMTENbHOMO MpoLecca Mpu OTCYTCTBUM KaKO-
ro-nMbo SBHOrO ayTOMMMYHHOMO MU MHDEKLMOHHOMO Mpw-
ymHHoro daktopa. b, no cywecTsy, cuMTaeTcs NpoOTOTUNOM
3Tux 6onesHei [10, 16].

b 6onetoT B OCHOBHOM NpeacTaBuTeNM NONynaumii cpe-
[IM3EMHOMOPCKOrO MPOMUCXOXAEHMS: eBpen-cedapabl (pexe
eBpeun-allkeHasn 1 Apysbl), apabbl, apMsaHe, TYPKM C MaKCu-
MasibHOM PacnpoCTpaHeHHOCTbo 6onesHu, konebntoLencs B
npenenax 1:100 - 1:400. Yactota HOCMTENbCTBA MyTaLMM
reHa b - MEFV B 3tux nonynauunsax 3HaunTenbHO BapbupyeT
(eBpen-cedapabl - 1:5, apabel - 1:16, apmaHe - 1:4-5,
Typku — 1:5). bonesHb BCTpeyaeTcs Takke B APYrMX 3HAUU-
MbIx Nno B 3THMYeCKmx rpynnax, BKUYas rpekos, KMMpuo-
TOB, WTaNbsSHLEB, MCMAHLEB, BCNEACTBME MHOMOBEKOBbLIX
KOHTaKTOB 3TWX HapoAoB, Hacenswowmx CpenmMseMHOMOpbe
[3, 11].

byoyun ucrtopmyeckn sHAeMuYHbIM 3abonesaHuem, b
LUMPOKO pacnpocTpaHeHa B Apmexuun (2-100/10000), roe
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OTMEYaeTCs BbICOKAs 4acToTa reTepo3MroTHbIX HOCUTEnew
MyTaumit reHa MEFV (1:4-5). 06 3TOM CBMAETENbCTBYIOT LaH-
Hble LleHTpa MeaMUMHCKON reHeTUKM U NepBUYHOM OXpaHbl
3popoBbs (UMD PA, cornacHo KOTOpbIM exeHeaenbHas
obpawaemoctb npesbiwaer 60 ciyyaes [1, 4]. C 1997 no
2016 r. 8 UMI 3apernctpupoBaHo 6onee 27 TbiC. 6ONbHbIX
Mb. Mo paHHbIM PecnybnukaHckoro petckoro ueHTtpa [16,
B TeueHne 2003—2016 rr. oTMeYanacb BbICOKasl BblsSBAse-
moctb b cpegn peten: exerogHo 300-350 nepBMYHbIX
60nbHbIX U 6-KpaTHOe yBenuyeHune obLlero Yncna 60bHbIX
neteit — ¢ 500 po 6onee 3000 [1, 2, 24].

Cnyyan 116 onwucaHbl M B CTpaHaX, Aanekux ot
CpefM3eMHOMOPCKOrO pernoHa, B 4actHoctv B Lseuuy,
DUHASHLMW, AHTANK, INOHUMK, 3 TaKXKe Y HAPOAOB 3aKaBKa3bs,
CeBepHoro KaBkasa u ap., uto, ckopee BCero, CBS3aHO C BNU-
SHMEM MUTPALMOHHOIO MPOLecca, pocTa YMcna MexaTHUYe-
CKMX BpaKoB v psaa Apyrmx GakTopos.

Mpobnema nsyueruns Nb nMeeT NoYTH BEKOBYH UCTOPUIO.
bonbLioi Bknag B ee nsyyeHue BHECIM yyeHble 13 M3paung,
CLUA, ®paHumu: H. Heller, M. Eliakim, M. Pras, H. Mamou, E.
Ben-Chetrit, A. Livneh, D. Kastner, I. Aksentijevich, I. Touitou,
S. Amselem u ap. B Poccum Hayano usyyermns b cBg3aHo
C uMeHamu akag. E.M. Tapeea u B.A. HacoHoBow (1959),
O.M. BuHorpagosoi (1966-1987) v op.[5, 6,14, 17]. B nccne-
[loBaHuMax no b 3HauuTenbHble 3acnyri NpUHaANexaT Takke
MHOMMM apMSHCKMUM YYeHbIM M KInHUumMcTam [1, 3, 4].

OnHako 3HauuTenbHble ycnexu Obinn OTMeyeHbl 3a
nocnegHve 20 net 6Gnarogaps MPUHUMMUANBHO BAXKHOMY
OTKPbITUIO B 1997 1. ABYMS MeXAYyHAapOLHbIMKU KOHCOpLMYMa-
MK reHa [1b / ceMelHOM Cpeanu3eMHOMOPCKON IMXOPafKK
(Familial Medirerranean Fever) - MEFV (MEditerranean
FeVer), nokannM3oBaHHOro B KOPOTKOM nieye 16 XpoMOCOMbI
(16p13.3), koanpytoLLero 6enoK NUpUH (pyros — OroHb, IMX0-
pagka - rpe4.) wuan mapeHoctpuH (Mare Nostrum -
CpennzemHoe Mope — nat.). B HacToswee BpeMs naeHTUdH-
uMpoBaHo 6onee 230 MyTaUMi, U3 KOTOPbIX HE BCE SBNSIOTCS



naTonorMyeckMmn. bonblMHCTBO M3 HUX, B YACTHOCTU, Hau-
6onee yactble 5 MyTaumit reHa MEFV (M694V,V726A, M680I,
M694l) cocpepotoueHbl B 10 3k30HE WM COCTABASIOT CBbilIe
77% BCex MyTaHTHbIX annenei. [lpyrue, 6onee peankue, HO
3HaymMble MyTaumm MEFV cocpepnoTodeHbl B nocnenosa-
TenbHOCTAX 2, 3, 5,9 3k30H0B [24, 25].

benok nupuH/mMapeHocTpuH ([1/M) 3kcnpeccupyetcs
B OCHOBHOM B NENKOUMTaX U perynmpyet BOCNANUTENbHbIN
OTBET NOCPeACTBOM aKTMBALMM Kacnasbl-1 u c1HTE3a BbICO-
KOMOTEHTHOrO MeAuaTopa BOCMANEeHWs - WHTepnenkuHa
1B(IL-1PB). Kak n3BecTHO, 3a aKTMBauUMio Kacnasbl-1 oTBeT-
CTBEHHA MHMNAaMMacoMa — MHOro6esIKoBbIM LMTOMNNa3MaTu-
YeCKM KOMMNEeKC, KOHTPONMPYIOLWMI TakXKe aKTMBHOCTb
umTokmHoB IL-1B3 u IL-18 [7, 15]. Mhdnammacoma yyactyeT
B MaToreHese ayTOBOCMAAUTE/bHbIX M PeBMATUYeCKMX
6onesHei. KoHeyHble MNpomyKTbl ee aKTMBALMM SBASKOTCA
B HacTosilLee BpeMs TepaneBTUYECKON MULIEHbIO Ans feve-
HWs 3T1X 3abonesaHuin. BeposdTHo, kntoueson dyHkumen M/M
ABNSETCS TOPMOXEHWe WHTEHCMBHOCTM BOCMAAUTENBHOMO
0TBETa, OMOCPEAOBAHHOIO rPaHyNoUMTaMK, a MYTaHTHbIN
6enok TepseT cnocobHOCTb KOHTPONS 3a BOCMANUTENbHbIM
NpOLEeCcCOM, YTO NPUBOAMT K YCMAEHHOM M BECKOHTPONbHOM
MWUTpaLMKM NeMKOLMTOB B CEPO3Hble MEMOPaAHBI, Ype3MEPHOW
NpOAYKUMM MPOBOCMANMTENBHBIX LWTOKMHOB, Pa3BUTUIO
Cepo3HOro BOCManeHus u npuctyna bonesHu.

Knonuposanue reHa MEFV un npeHtudmkaums ero myta-
Luii Nnpeaonpeaenmnm npoBeaeHne MHOroOYMCIEHHbIX Uccne-
[LOBaHWM, B T. Y. u3y4yeHne GeHOTUN-reHOTUNUYECKMX Koppe-
NAUMIA BO BCEX 3THWMYECKM 3HauuMmbiX no [1b nonynaumsx,
B T.4.B ApMeHuun [1-3, 24]. 3a nocneaHue roabl BO BCeX 3TMX
NoNynsumsx BblsiBNEHbI Hanbonee pacnpocTpaHeHHble MyTa-
umm reHa MEFV, cnekTp KOTOpbIx onpenenser cTeneHb Tsxe-
CTU 1 BO3PpacT MaHudectaunmn 6onesnn. O4eBnaHa koppens-
umns Mexay reHotmnamu MEFV, KnMHMKOM M OCIOXHEHMSIMM
MB. ®eHoTMNMyeckme ocCOBEHHOCTM 6ONE3HM HaMpsMyo
3aBUCAT OT CnekTpa MyTauuini reHa MEFV.

b - Haubonee pacnpocMpaHeHHbIl
aymosocnanumesnbHbili CUHOpOM 2emepo2eHHOl
2pynnbi pedKux HacneocmseHHbIX nepuoouvecKux
nuxopadok (Hereditary Periodic Fever Syndromes),
0719 Komopbix 0bujum asnaemca passumue
CNOHMAHHO20 BOCNAUMeNbHO20 hpoyecca npu
omcymcmauu Kako20-1u6o 18H020 aymouMMYHHO20
UU UHPEeKYUOHHO20 NPUYUHHO20 dakmopa

Hanbonee Taxkenoe TeyeHme 6onesHn HabnwogaeTcs npu
MyTaumsax B 10 3k30He, Hanbonee NaATOreHHbIMKU CUUTALOTCS
MyTaumm M694V, M680I, M694l, a TakxKe rOMO3UrOTHble
M KOMMayHA-reTepo3nUroTHble FTEHOTUMbI MO 3TUM MYTAHTHbIM
annenaMm. Mytaums M694V, B 4acTHOCTH, 9BNsSeTCS Haubonee
YaCTOM M NATOreHHOM MyTauMei BO BCEX YETbIPEX STHUYECKM
3HAUMMbIX MOMYNAUMAX, C OYEeHb BbICOKOW MNEHETPaHTHO-
CTbto = A0 99%. CTaTuCTMUYeckM OOCTOBEPHble KOppensuuu
BbISiBNIEHbI Mexay M694V roMo3uroTHbIM reHotnnom (M694V/
M694V) u Haubonee TaxenoiM GeHOTUNOM 6ONe3HM.

[okazaHo, yto M694V roMo3mroTHbIN reHoTUn aBnseTca dak-
TOPOM pUCKa paHHen MaHudecTaumm b, Taxenoro TeveHums,
pa3BWUTUS apTPUTOB, CMJIEHOMEraNun, OCIOKHEHUI U pe3un-
CTEHTHOCTM K KONXMLMHY.

Y reteposuroTHbIX HocuTenen OgHoW m3 mytaumii MEFV,
33 WCKNYeHneM MyTtauun M694V, obbiyHo Habnopaetcs
6onee nerkas dopma bonesHu. B yactHocTn, nerkuin deHo-
TMN WM HENONHAas MEeHEeTPaHTHOCTb OMMCaHbl Yy MNaLMEHTOB
Cc peokumu mytaumamu — K695R mn P369S. Pegkune Tunbl
MyTauuit 0BHapY>XMBAKTCS B OCHOBHOM B MONyAAUMSX, AN
KOTOpbIX He TMNM4Ha 3abonesaemoctb [1b. Mytaumsa E1480
BO MHOIMX NOMYyNAUMSX (ALKEHa3n, UPAaKCKMX eBPEEB, TYPOK)
aCcCcoLMMPOBAHA B OCHOBHOM C OTHOCMUTENIbHO Nerkum GeHo-
™mnom [1b, HO Hepemko - C COMYTCTBYKOLWWM WMMMYHHbIM
3aboneBaHneM (LOBEHUbHbIA MOMONATUYECKMIA apTPUT, BOC-
nanutenbHble 3abonesaHns KuweyHuka, ap.) [1, 2,6, 8,9, 11].

[eHeTMyeckoe TecTMpoBaHWe — Hambonee YyBCTBUTENb-
HbIA M TOYHbIA METOA, KaK paHHEN 1 OKOHYaTeNIbHOM AMArHo-
ctuku b, Tak 1 KOppeKkumMm KONXMUMHOTEpPAnuK, NpoBeae-
HUS MeLMKO-FeHEeTMYECKOr0 KOHCY/bTUPOBAHMS NpU NAaHu-
poBaHuWM ceMbn. OHO NO3BOASIET TaKXKe BbISBAATb CAyyau
C aTUMUYHBIM TEYEHWEM U TeTepO3UrOTHbIX (BeccumnToMm-
HbIX) HOCUTenen B oTgroweHHbix no b nonyngaumsax, 4to
B HacTogLiee BpeMs CTaHOBUTCS OCOBEHHO aKTyalbHbIM.

b, 9BnagCb ayTOCOMHO-peLeccuBHbIM 3aboneBaHueM,
MaHUDeCTUPYET He BO BCEX MOKONEHUAX U He Y BCeX YNeHOB
cemMbu, a B DONbLIMHCTBE CNy4yaeB MpOSIBASETCS B OLHOM
nokoneHun. Yactora cemeiHbix cnyvaeB [1b konebnetcs
B npenenax 28-60%. AyTOCOMHO-peLecCMBHbIM TUMOM
nepepaun b obycnosneHa ropasao 6onee BbICOKAs YacToTa
HocuTenbcTBa reHa MEFV B nonynauuu, 4eM 4ncino 60nbHbIX.
OnHako umMeroTcs COOBWEHNS U O NCeBAOLOMMHAHTHOM
BapuaHTe HaCnefoBaHWS B HEKOTOPbIX CeMbsX, rae 60mb-
WMHCTBO YneHos bonetot b [24].

B uenom Ha natoreHes b BAUSIOT He TONbKO reHeTUYe-
CKME, HO M BHellHecpeaoBble Moamuduumpylowmne GakTopsl,
onpefeneHHbIM 06pa3oM B3aMMOLEWCTBYS APYr C LpYrom.
HekoTopble hakTopbl OKpYyXatoLLen cpefbl, Mo, CbiIBOPOTOY-
HbIi amMmunouna A, a Takxe psif, reHoB, OTBETCTBEHHbIX 33 pas-
BMTWE apTpPUTOB, MOTYT MrpaTb Poib MOAUDULMPYIOLLMX
dakrtopos [11, 22, 23].

b ™MaHudecTMpyeT B OCHOBHOM B [OETCTBE, B MEPBOM
nekane xum3nHu (50-53%), yawe B BO3pacTe 40 5 eT, npuyem
Hepenku cnydan nebrota 60nesHn B TeyeHMe NepBOro roaa
Xu3Hu. CpeaHuit Bo3pacT MaHudecTaumm 3aboneBaHus
006blYHO NpMXOAMTCA Ha 3,5 ropa, C LOCTOBEPHO PaHHWUM
HaAYanoOM Yy MasbYMKOB MO CPaBHEHMKO C AeBoykamu (1.6:1)
PanHee Hauvano Mb 0bblvHO KOoppenupyeT ¢ bonee TKeNbIM
M HEPEOKO aTUMMYHbLIM TedyeHneM bonesHu (2, 4].

Knaccnyeckmmun npossnenunamu 16 gBnsotcs noBTOp-
Hble, OCTpble (LAUTeNbHOCTbI0 B CpefHeM A0 2-4 [nHew)
3nn304bl xopagku (Makeumym T no 39,5 °C) B coveTaHun
c abgoMuHanbHbIMW 6OASMUM, TOpakanrnewn, apTpuTamu
(acenTnueckune cepo3nTbl: NEPUTOHUT U/MNK NNeBPUT/Nepu-
KapauT U/MNN CUHOBMT), @ TakxKe poXKenofobHoW 3puTeMon
KOXM (BacKynuT B OCHOBHOM B 0013aCTV HUMXHUX KOHEYHO-
CTel), B COYETaHUM C MOBbILWEHMEM YPOBHSA Hecrneunduye-
CKMX MapkepoB OCTpOo(da3HOro BOCMAaNeHus (NenKoLmThl,
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CO3, C-Pb 1 ap.). Y ogHoro v Toro e 6onbHoro Mb Bo3MOX-
HO MOCnefoBaTeNlbHOE Pa3BMTME pa3HbIX BMAOB acentuye-
CKMX CePO3UTOB. YaCTbIMMK, HO HEMOCTOSAHHBIMM CUMMTOMaMM
Mb aBnatoTCa MUANrmMu, MUrpeHenoaobHble ronoBHble 60K,
nepuKapAauT, CaeHoMeranus, opxut. B otaroweHHbix no Mb
nonynaumax noaTBepxaeHa H6onee BbICOKas 4acToTa BCTpe-
4aeMOCTH YeTblpex Tak Ha3blBaeMbix [1b-accouMmMpoBaHHbIX
BaCcKynuToB (remopparuyeckas nypnypa LleHnenHa -
lfeHoxa, 6bonesHb bexyeTa, y3enKoBbIM NONMAPTEPUMT, 3aTIXK-
Has debpunbHasg Muanrus) NO CPaBHEHMIO C MX YACTOTOWM
B 3[0pOBOI nonynauum B LenoM. OnucaHbl Takxke pasnmy-
Hble TUMbl FoMepynoHedpuToB (HeamunonaHole Hedpona-
™n) (2, 7,9, 12]. Hepeokumu KNIMHUYECKMMU NPOSIBAEHNAMM
b cumTatoTcs TakKe Tak Ha3bIBaEMble «Masble CEPO3MUTbIY,
B YaCTHOCTW, 3NMU30Abl aCENTUYECKOrO CEPO3HOI0 TOH3UNN-
Ta (KaTapanbHOro/3KCCYAATUBHOIO) B COYETAHMM C IMXOPAL-
KOW, WeNHbIM NUMbaneHnToM, 601SMU B XKMBOTE MpPU HOp-
ManbHbIX 3HauyeHusx AC/1-O B KpOBM W OTpMLATENbHbIX
pe3ynbratax Strep-test unm 6akTepnonorMyeckoro nccneao-
BaHMS MasKa M3 3eBa Ha CTpenTOKOKK. OHM MOryT 6bITb paH-
HUM K HeobblyHbIM nposeneHvem (16 B paHHeM [peTcTBe,
Tpebyrownm anddepeHumanbHOM AMArHOCTUKM C CUHAOPO-
MoM Mapuwana [25].

KnunHuka Mb 1 TaKecTb Te4EHMS MOTYT TakxXe Bapbupo-
BaTb B Pa3HblX 3THMYeckux rpynnax. [Mpucrynsl Mb gngrcs
B CpefHEM 3 [IHS, HAYMHAOTCS B pa3HOe BpeMs CyTOK (Jale
BEYEPOM MM MO3AHO HOYbKD) M OBbIYHO KYMMPYHOTCS CMOH-
TaHHO, 6e3 neyeHus. Mx vactota konebnetcs ot 1-2 pas
B HE,eNto 10 OJIHOTO UM HECKOJIbKMX pa3 B rod, 6e3 cTporoi
nepuoAnYHOCTH, NP 3TOM PUTM 0BOCTPEHMIA MOXKET MEHSTb-
cs. Bo3mMoxHa Tspkenas NponoHrMpoBaHHas popma 6onesHu,
NPWKOBbIBatOLWAs OONbHOrO K MOCTENM B TEeYEHME MHOIUX
Henenb (3aTshkHas hebpunbHas Muanrus).

6 6onetom 8 ocHosHoM npedcmasumenu
nonynayuti cpedu3eMHOMOPCKO20 NPOUCXOXOeHUs!:
espeu-cedaponbl (pexke edpeu-auikeHasu u opy3bi),
apabbi, apMaHe, MypKu ¢ MAKCUMAnbHOU
pacnpocmpaHeHHocmbio 6one3Hu, konebmoujelics
8 npedenax 1:100 - 1:400

B mexnpuctynHom nepuope CaMO4YyBCTBME MaLMEHTOB
006bI4HO yAoBNETBOpPUTENbHOE. [ANUTENBHOCTE MEXNPUCTYN-
HbIX MHTEPBANOB Pa3AMYHA KakK Y pa3HbiX BOMbHbIX, TaK U Y
O[IHOTO M TOrO e 60nbHOro.

OcobeHHoCTbO KNMHMKKM 1B Npy MaHndecTaumm B Teye-
HVe NepBOro rofa XW3Hu SBNFETCS YacTo aTMnMyHoe (abop-
TMBHOE) TeyeHwe B BMAE KPATKOBPEMEHHbIX 3MU3040B
rMnepTepMmun C BbIpaKeHHbIM HEeCcrnoKOMCTBOM, KOMMKaMM,
HeyCTOMUYMBBIM CTY/IOM, KOTOPbl€ YacTO OLEHWMBAKTCS Kak
M30/IMPOBAHHbIE 3MU304bl IMXOPAAKM HESCHOM 3TUONOTUK
W/Mnn, Yalle, Kak BMPYCHO-BakTepuanbHble WHOEKUUK
(ocTpble pecnupaTopHble/KULLIEYHblE MHMEKLMM), CTAHOBSCh
HepeaKo NPUYMHOM MO3LHEN AMArHOCTUKM M HEOBOCHOBAH-
HOro NnevyeHus.

Y 6onbHbIX B M3 3THUMYECKM 3HAYMMbIX MNOMYAALUMIA
yalle, YeM Npeanonaranoch, BCTPEYaTCa Takke HEKOTOpble
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COMYTCTBYIOLLME MMMYHHble 3aboneBaHus, B 4aCTHOCTM BOC-
nanutenbHble 3aboneBaHus KuweyHuka (bonesHb KpoHa,
S3BEHHbIA KOMWT), HOBEHW/bHbIA WMAMONATUYECKUIA apTpwT,
HeaMWNOUAHbIE FOMEPYIONATUM, MPK KOTOPbIX MyTaLMKM reHa
MEFV ™MoryT urpatb ponib MOAUDULMPYIOLWMX FEHETUYECKMX
takTopos (2, 3, 8, 9].

Y HeneyeHHbIx 60bHbIX 1B, 0CO6EHHO NpW paHHEN MaHM-
decTaumnm 1 4acTbix NpUCTynax 6one3Hu, HepeaKo BbIPaXKEHbI
OTCTaBaHWe B (GU3MYECKOM Pa3BUTWUM, MPU3HAKM MONOBOTO
MHDAHTUNM3MA, NPOSIBNEHUS HEMPO3HLOKPUHHOM HenoCTa-
TOYHOCTU, YCMELIHO KOPPUTMPYEMBIE KONXMULMHOTEPANUEN.

Benok nupuH/maperocmput (/M) akcnpeccupyemcs
8 OCHOBHOM 8 Jlelikoyumax u peayaupyem
socnanumesnbHbili omaem nocpedcmasoM akmusayuu
Kacna3sbi-1 u cuHmMe3da B8bICOKONOMEHMHO020
Meduamopa socnaneHus - uHmepnetikuva 1B(IL-1p)

HepBHo-ncuxuyeckoe passutme aeteit ¢ b cootseT-
CTBYeT BO3paCTHOM HOpMe, Hepefoko OTMevaeTcs nabunb-
HOCTb HEPBHOW CUCTEMDI, @ IeYEHNE KONXMULLMHOM U Npekpa-
LeHWe MPUCTYMNOB 3HAYMTENBHO YYYLLAKT KAYECTBO XMU3HM
M NCMXONOrMYeckoe COCTosHUe NnaumeHToB. B nogaenaoLem
6ONbLWMHCTBE CYYaEB He YA3eTCs BbIiBUTb Cneunduyeckmnia
nposoumpylownii baktop MaHndecraumm MNb nnn npucryna.
Ob6ocTpeHuns 6onesHM MOryT CNpoBOLMPOBATL Takue Tpurre-
pbl, KaK NPOCTYyAa/NepeoxnaxaeHue, CTpecc, CMeHa KamMmara,
pexe — MHTepKyppeHTHble 3aboneBaHns (ocTpble pecnupa-
TOPHbIE, KNLWEYHble MHPEKLMK, AP.).

OkoHyaTtenbHblli anarHos b ocHoBaH Ha obuwenpuHs-
TbIX MEXAYHAPOAHbIX KPUTEPUAX KITMHUYECKOM AMArHOCTUKM
M OLEHKM CTeneHu Taxectu no cucreme Tel-Hashomer,
a TaKxke pe3ynbTaTaX MONEKYNSpPHO-TEHETUYECKOro TecTu-
poaHus [17-19].

KAMHKUKO-AMarHoCcTuyeckme KpUTepum BKAKYAKOT: TUMKY-
Hble NoBTOPHble NpucTtynbl 1B, ceMeiHbI aHaMHe3, Haumo-
HaNbHOCTb, NONOXWTENbHbIA OTBET Ha KOMXWULMHOTEpPANUIO,
pasBuTHe amunonaosa. BaxHoe ycnosue guarHoctukm Mb -
CMOHTaHHOE M NOSIHOE UCHE3HOBEHWE KIMHUYECKMX CUMMTO-
MOB M MPU3HAKOB BOCMaNeHus BHe nNpuctyna 6e3 neveHus,
C NoC/nenytoLeit peMUCCUEN B HECKONBKO HEAENb MU MeCs-
ues (mabn. 1, 2).

NTabopatopHas amarHoctvka [16 BO Bpems nmpuctyna
BbISIBNSET NIEMKOUMTO3 C HEWTpoduie3omM B COYeTaHuu
C NOBbIWEHHbIMK MOKa3aTendMu oCTPOMa3HOro BocnaneHus
(CO3, CPB). Ha peHTtreHorpamme nerkmx u Ha xo-KI koHcTa-
TUPYHOTCS CEPO3MTbI: YTOMLLEHME NAeBPbl (BO3MOXEH HE3Ha-
YWUTENbHBIN BbINOT B NIIEBPaNbHOM NOAOCTH) U/MAKN yTONLE-
HWe nepukapha (Peako — He3HAYUTeNbHbIM nepukapananb-
HbIl BbINOT). Hanbonee 4yBCTBUTENbHBIMW Mapkepamu cyb-
KnuHu4eckoro Bocnanexus npu b cumtarotcs octpodasHbii
SAA-npotenH n CPB B KpoBwW. TpaH3UTOpHasa 1, fanee, nep-
CUCTUPYIOLLAS MPOTEUHYPUS, BbISBNSEMblE B AaNbHEWLLEM
(B OTmaneHHble Cpokn — B cpeaHeM vepes 12-15 net nocne
Hayana 6onesHu), B OCHOBHOM Y HefleYeHHbIX B0MbHbIX, YKa-
3bIBAIOT Ha NPUCOEAMHEHNE AMMNOMA03a NOYEK (EXEroAHbINA
KOHTPONb MUKPOanbbyMuHypum!).



Cpenn 60nbHbIX 1B B pa3HbIx NONyNSLMAX KOHCTaTUPO-
BaHO ~10-20% reTepo3uroTHbIX HOCKUTenei OAHOW MyTa-
umm reHa MEFV (B YacTHOCTW, B apMSAHCKOW nonynsuum —
18%) [1, 2, 23]. 3aboneBaemocTb b cpenun retepo3urot
MOXeT OblTb CBSI3aHa C MaTONOMMYECKUMU MyTaUMAMU TeHa,
BO3MOXHbIM HaZIMYMEM NOKA HEM3BECTHbIX FEHOB-MOANDU-
KaTopoB M Ap. B Takux cnyyaax xapaktepHo 6onee nerkoe
MO CPaBHEHWIO C FOMO3WUIOTaMu UK aTUNMYHOE KIWHMYe-
ckoe TeyeHue b ¢ HeperyngpHbIMM NPUCTYNamMu U30AUPO-
BAaHHOro nogbema TemnepaTtypbl M/unu abaoMuHanbHbIX/
TOpakanbHbIX BOnewn, pexxe apTpUTOB, POXKENOA06HON 3pU-
TeMbl, C OTCYTCTBMEM aMMUIOML03a U YLOBIETBOPUTENbHBIM
OTBETOM Ha KONXMLUMHOTEpanwuto. Y reTepo3unroTr, a Takxe B
penKkux Cyyasx oTCyTCTBMS MyTaumit (~1%) amarHos b He
MCKOYAeTCS MpWU  HaNMUMU  KIMHUYECKMX KpUTepues
60one3Hu, BKIKYAS MONOXKMUTENbHbIA OTBET Ha KOMXMLMH.
TepaneBTMYECKOE PpeLleHWe 3aBMCUT OT COMOCTaBAEHMS
KNMHUYECKMX W TeHeTUYeCKMX AaHHbIX. MonekynspHo-
reHeTMYeCckMi aHann3 ocobeHHO MoKasaH Npu aTUMUYHbIX,
ManoCUMMTOMHbIX U pefkux deHotunax 6onesHu, oTcyT-
CTBUM CEMENHOro aHamHesa no [1b, HexapakTepHOM 3THU-
4YeCKOM MPOMCXOXKAEHUM BONBHOTO.

CUCTEeMHbIN aMMNOMA03, B YaCTHOCTM aMUNIONL03 NOYeEK
(A, - npeLoTBpaTMMOE, HO TaKenoe, haTasbHOe OCNOXKHe-
HWe, BO3HMKAIOLLEe B OCHOBHOM Y HENEeYEeHHbIX AU pe3u-
CTEHTHbIX K KONXMUUMHY 60MbHbIX 6. OH oTHOCUTCS K A-TUny
amMmnomaosa, NnofobHO BTOPUYHOMY (peakTUBHOMY), pa3Bu-
BatoLeMycs y 60MbHbIX C XpOHMYECKMMK 3ab0oNeBaHUAMM
H6akTepuanbHOM Npupoabl (0CTeOMUeENnT, BPOHX03KTaTUYE-
Cckas 60Ne3Hb) MM MMMYHHOW CUCTEMbl (PEBMAaTOUAHbIN
apTpuT, TMMdOrpaHynemMaTos, HacNeACTBEHHbIE Nepuoanye-
CKMe BocnanuTenbHble cMHapoMbl). ATl npu Mb oTHocKTCS K
dernotuny 1-ro Tuna, Korga y nauumeHta HabnwogatTcs
debpunbHble nNpucTynbl H60ne3HW, @ MO3Ke pa3BMBaAETCS
amMunounaos. AMUNOMaHbIA nnasmaTnydeckuin 6enok AA npo-
LyUMpyeTCs neveHblo B OTBET Ha BOCMaseHWe U3 CbiBOPO-
TouyHoro 6enka SAA 1 ocefaeT B TKaHAX Pa3nMyHbIX opra-
HOB. XapakTepHO 06pa3oBaHMe BHEK/IETOYHbIX AEMO3UTOB
AA amunouaa, nopaxarwwmx MHOIMe OpraHbl, BKAKOYas
MOYKM, CEPALE, KMLWEYHUK, CENIe3EHKY, NeYeHb, LIMTOBUIHYIO
xenesy, nerkue. OLHaKO HaMBONbLUYIO KIMHUYECKYH 3HAUYU-
MOCTb MMeeT yrpoxarwlmi xmn3um All c passutnem XIH.
OcobeHHocTbto Al npu b sBnsSeTcs ero pa3suTue y Hene-
YeHHbIX/HeperynsapHo NeYeHHbIX NauneHToBs, 60abHbIX [16,
B OCHOBHOM A0 40-neTHero Bo3pacTta. [lopaxeHue nouek
npu Al NpoOMCXOAMT NOCIeA0BaTeNbHO, CTaAUIMU: HAUMHA-
eTcqd C Mnporpeccupylolei nNpoTeuHypun (TPaH3UTOPHOM,
no3gHee — NepCUMCTUPYIOLLEN) B TedyeHne ~ao 8 neT, fanee
pa3BuMBaeTCs He@poTMyeckas cTaams (HedpoTUHECKUA CUH-
[pOM), C NepexonoM B cpefHeM yepes 3-5 net B nporpec-
CUPYIOLLYIO TEPMUHANBHYI CTafMI0 XPOHMYecKoro 3abone-
BaHMS noyek (XIB) ¢ netanbHbiM Mcxonoom B TeveHune 1,5
ropa. [ing ceoeBpeMeHHOM AamarHocTnku Al Heobxoomma
Hedpobuoncusg, korga npu okpacke GuontatoB no Congo
Red BbIIBNSKOTCS TUMWUYHbIE aMWNOUAOHbBIE AEMO3UTHI.
Pazsutne amunonposa npu b BO3MOXHO NpefoTBPaTUTbL
a[leKBaTHOW W perynsgpHoOn KONXUUMHOTEPANUeR, AaxXe npu
pPe3MCTEHTHOCTH K NpenapaTy U NpOAOMKEHUN NPUCTYNOB.

N3 cdaktopoB pucka All y netell OCHOBHOE 3HayeHwue
MMeeT coveTaHne onpeaeNneHHbIX TOMO3UIOTHbIX FeHOTMUMNOB
nByx reHoB: MEFV (M694V/M694V reHotun) n SAA1 (a/a nso-
dopmbl). K apyrum daktopam pucka All oTHOCATCA: paHHAS
MaHudecTaums b, 3aTsKHOe TeyeHne apTpUTOB, CNIEHOMe-
ranus, poxenonobHasa apuTemMa, ceMeiHbli1 aHaMHe3, Hepery-
nspHas KonxuunHoTtepanus. Pazsutne Al He Bceraa sBnseT-
€ 06s3aTeNbHbIM KOMMNOHEHTOM [1B M 3aBMCKT Takxke OT
HaLUMOHaNbHOCTM BONbHOrO, NoNa (MYXKCKOr0) M HEKOTOPbIX
BHeLlHecpenoBbliX (HaKTOpoB (B YaCTHOCTW, CTPaHbl MpPOMC-
XOX[EHWS), YTO MOATBEPXKAAETCS CYLLECTBOBAHMEM pa3fny-
HbIX peHoTnnoB 1 reHotunoB MEFV B ogHoM ceMbe. YacToTa
BCTPEYAEMOCTV aMUNION03a MOXKET Bapb1pOBaThb M B Npefae-
nax ogHow nonynaumu. MNosgHas ouarHoctmka Mb (anmtens-
HbIli Nepuoa Mexay MaHudbecTauuen u NOoCTaHOBKOW AMa-
rHO3a) TakXKe acCoUMMPYeTCs C BbICOKMM PUCKOM Pa3BMTUS
ATl ATl MOXeT pa3BuTbCA Y aCMMNTOMHbIX MHAWBWUAYYMOB
Kak nepBoe W eAMHCTBEHHOe nposieneHwe [b (B rpynne
pucKa B 0CHOBHOM noapocTku) [1,2,7,12, 16]. Temoananus /
TPAHCMNAHTALMS MOYKM, MPOLNEBAKOLLME XKM3Hb OONbHBIX
¢ XIMH, He npenoTBpaLLAtOT NPOrpeccMpoBaHNe CUCTEMHOIO
amunonaosa, v amunouaHble Aeno3utbl 0OHapYXMBaKOTCS
B Pa3/IMYHbIX OPraHax, yalie — B CeNne3eHke, KULIEYHMKE,
neyeHu, HaANOYEYHUKAX, Pexe — B CepALEe, NEerkmx.

KnonuposaHue 2ena MEFV u udeHmugukayus

e20 Mymayutii npedonpedenusnu npogedeHue
MHO0204UC/IeHHbIX UCCNed0B8aHuti, 8 m. Y. usy4eHue
¢eHomun-2eHomunuyeckux Koppenayuti 80 scex
SMHuUYecku 3Ha4uMbix no 16 nonynayusx,

8 m. 4. 8 ApMeHUU

CnaeyHas 6onesHb - BTOpoe MNoO yacrtote (nocne All)
TSKENO0E, YrpoXalollee XW3HU OocnoxHeHue [1B, pesynbrat
MOBTOPHbIX 3MM3040B aACENTUMYECKOr0 MNEepUTOHUTa W/Man
onepaTMBHbIX BMeLIATeNbCTB (Hepeako HeobOCHOBAHHbIX
anneHad3KTOMWUIA, XONeUMCTIKTOMUIA U Ap.). bonbluMHCTBO
60nbHbIX 1B MMeT nepuToHeanbHble CNanKM, OCIOXHA0-
wue TeyeHme bonesHu B 3% CiyyaeB pasBUTMEM CMaeyHOM
(MexaHu4ecKol) TOHKOKMLWeYHOW HenpoxoanmocTu (CKH).

Y nepBuYHbIX, HeneyeHHbIX 60nbHbIX 1B puck pa3suTms
OCHOBHbIX ocnoxHeHwui (A, CKH) accoummnpyetcs ¢ Tsxke-
NbIM TeyeHneMm 00ne3HW, paHHUM €ee HayanoMm, Haanynem
MyTauun M694V reHa MEFV, ocobeHHO romMo3MroTHoro
M694V/M694V reHoTuna, NO3AHUMM AUArHOCTUKON BonesHu
M Havanom konxuumHotepanuu [1, 2,7, 11, 27].

OuddepeHumanbHas amarHoctuka b BkaoYaeT npexae
Bcero ucknoyeHme [Mb-nofo6HbIX CMHAPOMOB, 0COOEHHO B
nonynaumax 3anagHoi EBpombl C 3KCTpeManbHO HW3KOM
4aCTOTOM PaCNpOCTPaHEHHbIX (4aCTbIX) MyTauuit reHa MEFV.
7O OTHOCUTCS NpeXae BCEro K ayToBOCMaAMUTeNbHbIM bones-
HAM, B YaCTHOCTU, K HAaCNeACTBEHHbIM NePUOANYECKUM NIUXO-
pagkaM (HIJ/1) (Hereditary Periodic Fever Syndromes) -
reTeporeHHON rpynne peakux reHeTMyeckux 3aboneBaHui,
XapaKTepU3yoLLMXCS NPUCTYyNamMu NUXOPaaKM, BOCNANeHs
N KIMHWUYECKOWM CMMMNTOMATUKOM, CXOXEeN C PEBMATUYECKOW,
Npu OTCYTCTBUM SIBHbIX aYTOUMMYHHbIX WM UHOEKLMOHHBIX
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NpUYKnH. bnarofaps 4OCTMKEHUSIM MONEKYNSPHOM Buonoruu,
reHeTUKK, MMMyHonormn chopMynnpoBaHa COBpPEMEHHAs
ayToBOCMaNuTeNbHag  KOHLENuus, paccMaTpuBaoLas
HacnencTBeHHble ayTOBOCMaNUTeNbHble 3aboneBaHMs Kak
HOBYI PaCLUMPSIOLLYIOCS KNacCUOUKALMIO BOCNANWUTENbHbBIX
6onesHen [8,12, 13]. 3T 3aboneBaHms, MaHMbeECTMPYS Yalle
BCEro B [eTCKOM BO3pacTe, HEpPEeAKOo CKpbIBAKTCA Nop
MacKOM pasnMyHbIX, Yalle peBmatTnyecknx bonesHen [14,
15, 20]. Mpwn 3tom Honee 50% BonbHbix M6 obpalatotcs B
nepByl0 oyepedb K racTpO3HTEPO/OraM, MpOXOAs pa3Ho-
6pa3Hble HeoboCHOBaHHble wuccnepoBanma [10, 12].
HepoctaToyHas ocBenOMNIEHHOCTb Bpayel 06 3Tmx 3abone-
BaHMAX OnpepfensieT TPyAHOCTb MX AMArHOCTUKM U andde-
peHLManbHOM AMarHOCTUKK, B T. 4. ¢ T1B.

B rpynne HIMJ1 ocHOBHbIMKM cuMTalOTCA CEMb CMHAPOMOB:
1. CemelHas cpeamsemMHoMopckas nnxopaaka (FMF) / TB.
2. Tunep-IgD ¢ cMHOPOMOM NEpPUOAMYECKON NUXOPaLKM

(HIDS).

3. CMHOpPOM NepuoaMyeckor NMXOopadKM, acCoLMMPOBAH-

Hbit ¢ TNF-a (TRAPS).

KpuonupuH-accoummpoBaHHble cuHapombl (CAPS):
4. CeMenHbIi XO0N040BOM ayTOBOCMANMUTENbHbIA CUHADPOM

(FCAS).

5. Muckle-Wells curopom (MWS).

6. XPOHWYECKMIA MHDAHTUNBHBIA HEBPONOTMYECKMIA, KOXKHO-
cyctaBHoi cuHapom (CINCA).

7. NLRP12-accoumnmpoBaHHble 6onesnm (NLRP12AD).

Obwas knuHuyeckas xapaktepuctnka HIJT: Havano
B [ETCKOM (MHoraa Ha 1-M rofy um3Hu) n nybepTaTHOM BO3-
pacTe, peuuaMBMPYIOLLME aTakM JIMXOPaAKM, CEPO3UThI,
MWaNrMK, apTpuTbl, KOXHAs CbiMb, BbICOKME MOKasaTenu
Hecneundmyeckoro Bocnanenuns (CO3, nerikounTbl, Grbpu-
HoreH, CRP, SAA npoTeuH), OTCYTCTBME ayTOAHTUTEN / aKTUBA-
Lms aytocneunduyeckmnx KneTok, BOSMOXKHOE OCNOXHEHME —
Al (FMF, TRAPS, MWS).

TpyaHoCTn knuHuyeckon amarHoctmukm HINJ1: otcytcTBue
cneunduyeckmx CMMNTOMOB  MaHudbecTauumu; UHTEp-
M MHTpaceMelHas KIMHUYEeCKas reTeporeHHOCTb, KOMMAEeKC
heHoTUNoB.

FeHemuyeckoe mecmuposaHue - Haubonee
yyscmauUmMesnbHbIli U MoY4HbIli Memod Kak paHHel
U okoHYamenbHoli duazHocmuku 16, mak

U KoppeKyuu KoaxuyuHomepanuu, nposeoeHus
MeduKo-2eHemu4yecko20 KOHCYIbmuposaHus

npu N1AHUPOBAHUU ceMbu

OnddepeHumanbHas anarHoctvka b BkIoYaeT Takxe
3aboneBaHuMs, NpoTeKatoLme C peLuamBmpyoLLMMmU abaomu-
HaNbHbIMKU BONSIMU U KMHUKOM KOCTPOrO XMBOTa» (MeXaHM-
yeckass TOHKOKMWEYHAs HEenpoXOoAMMOCTb, anneHAWMLMT,
Me3afeHuT, NMenoHePpuT, agHEKCHT, NMAHKPeaTUT, Xoneum-
CTUT, OMBEPTUKYIUT W Op.); Topakanruei (bakTtepuanbHbli
nnesput - Tybepkynes(!), neroyHas ambonus); apTpuTamMm
(HOBEHMIbHbIN PEBMATOUIHbIN apTPUT, peBMaTUUecKas nxo-
panka, cenTMyeckue apTpuTbl, BACKYNUTbl U Ap.); OPXMTOM
(«ocTpas MoLLOHKay). MNoBblWeHne ocTpodasHbIX MapKkepos
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BOCManeHns Bo Bpems npuctyna [1b, ocobeHHo y peten
paHHero Bo3pacTa, TpebyeT Takxke MCKIYEHUS UHTEPKYP-
PEHTHbIX MHDEKLMIA.

CoBpeMeHHble noaxoabl K nevenuto 6. B Hactoswee
BpPEMS KONXMUWMH OCTaeTcsl efMHCTBEHHbIM ODULMANbHBIM
npenapaTtom ans neveHus Nb u npodunakTnkm ammnomnaosa.
JleyeHne KOAXMLMHOM HEOBXOAMMO HA4MHATL KaK MOXHO
paHbLUe, Cpa3y nocie NOATBEPXAEHWUS KIMHMYECKOro AMa-
rHo3a.

CornacHo KOHCeHcycy no BefeHuto M nevyeHuto [1b
y petewt [16], Ha npoTskeHun Bonee 30 neT KOAXMUMH Mpu-
3HaH 6e30MacHbIM M 3D EKTUBHBIM NpenapaTtoM Ansg 4au-
TEeNbHOW, MOXM3HEHHOM Tepanuu, a Takxe ANns NpodunakTm-
K1 npuctynos M All Kak y B3pOC/bIX, TaK U Y AeTel u noa-
pocTkoB, 60nbHbIX [1B6. Mcnonb3oBaHMe agekBaTHbIX [03
npenaparta MOXeT CnocobCTBOBaTb TakxKe KaK YAyYLEHUIO
penpoayKTMBHON (QYHKLMKM Yy B3POCNOrO KOHTUHIEHTa, Tak
M npubaBke Maccbl Tena U pocTy AeTen.

KonxuumH — XMpopacTBOPUMbINM, anbbyMUH-CBA3bIBAO-
WM HeMTpanbHbIM ankanoma, abcopbrpyemblii B OCHOBHOM
B TOLLEN M NOAB3AOWHON KuLiKe. Bnepsble OH Obin BbloeneH
M3 [OBYX pacTeHui cemeictea nunueuseTHbix: Colchicum
autumnale (6e3BpeMeHHUK, UM OCEHHMIA Kpokyc) u Gloria
lily. TouHbIn MexaHu3M aeiictBus npenapata npu b po
KOHUa He ycTaHoBneH. OaHaKo [OKa3aHo, YTO OH HapyLaeT
MWTO3, NpefynpexaaeT akTMBaLuio HeMTpoduIoB U TopMo-
3UT XEMOTAKCUC NNEMKOLMTOB, CHUXKAN MX CMOCOBHOCTL K Mpo-
LyKUMU LMTOKMHOB M NMPOCTaHOMA0B. KpoMe TOro, KONXMUmH
obnagaeT aHTMOKCMAIHTHBIMW CBOMCTBAMM, @ TaKKe UHIMOU-
pyeT TPaHCMOPT KOo/nareHa BO BHEKETOYHOE MPOCTPAHCTBO
W, TaKMM 006pa3oM, oKa3blBaeT neyebHbln 3pdekT npu aMu-
noupose M CnocobCTByeT YMEHbLIEHWK MepUTOHEANbHbIX
Cnaek, NMpeaoTBPaLLas MeXaHW4YeCKUe MPUYMHBI MHTECTU-
HaNbHOM HENPOXOAMMOCTU M BECNNOANS Y XKeHLWMH [16].

JPHEKTUBHOCTb KOAXMLUMHA B OCHOBHOM 33aBUCHUT OT
[03bl npenapara, reHotuna MEFV 1 Bo3pacta MaHudbecTa-
umu MB. BaxHo TO, 4TO MMHMManNbHas Ao03a npenapaTta cno-
cobcTByeT nNpekpaleHnio NPUCTynoB y 6oabWMHCTBA 60/b-
Hbix M6 [2, 16, 21]. InUTeNbHbIA NpreM KONXMLMHA Cnocob-
cTByeT nonHon pemmccum 'y 60-75% 6onbHbix 1B, HenonHow
peEMUCCUN  (3HAUMTENBHOE CHUXKEHWE YacTOTbl MPUCTYMNOB
UM pemMmccus ogHoro cumntoma) — y 10-30% naumeHTOB.
OpHako, HECMOTPS Ha BbICOKYK B LeNoM 3MHEKTUBHOCTb
KONXMLMHA, YaCTUYHASA PE3UCTEHTHOCTb K HEMY HabnoaaeTcs
noytn B 5-8%, 3HauUMTENbHO pexe — MonHas (MCTMHHAS)
pe3sncteHTHOCTb — B 0,4% cnyyaeB (COXpaHeHWe 4acToTbl
npucTynoB 21 B TeyeHne 3 Mec., Laxe Npu Npueme BbICOKOW
[o3bl 22 Mr/cyT) [16, 21]. Pe3nCTEHTHOCTb K KOMXMLMHY,
B LENOM peako BCTpevyaschb, Pa3BMBAETCS B OCHOBHOM
y TrOMO3MroT no mytauum M694V reHa MEFV u nsodopmam
a/a reHa SAAL, a Takxke NpU HU3KOWM NPUBEPXKEHHOCTH Neve-
HUIO (HEpErynsapHbIA NpveM npenapaTta wan npekpaileHue
neyenus).

PerynapHbiii NpuemM KONXMUMHA MOKa3aH MOXWM3HEHHO
BceM 6onbHbIM [16 o AHS ycTaHoBNEHMS AnarHo3a. OTBeTHas
peakLums Ha KONXMLUMH (HaumHas ¢ 1 mMr/cyT B TeyeHune 6 Mec.)
cyMTaeTcd TpeTbuM 3Tanom auarHoctuku M6 [19]. Y 6onb-
WwmHCcTBa 60nbHbIX 1B NpepbiBaHWe NeyYeHns KONXULUHOM



06bl4HO CcOnpoBOXAAeTCH 060CTpeHneM 6onesHun n Bo306-
HOBNEHWEM NpUCTYynoB. B 6onblUMHCTBE CyYaeB OH NpenoT-
BpaLaet All, ogHako y ~ 30% M694V roMo3mrot BOIMOXHO
€ro passuTue.

HauanbHag po3a konxuumHa coctasnget < 0,5 mr/cyt
(£ 0,6 Mr/cyT B Tex cnyyasx, korga Tabnetka conepxut 0,6 mr)
ona neteit < 5 net; 0,5-1,0 mr/cyt (1,2 Mr/cyT B Tex cayyas,
korga Tabnetka copepxut 0,6 mr) ons peterd 5-10 nert;
1,0-1,5 mr/cyt (1,8 Mmr/cyT B Tex ciayyasx, korga TabneTka
copepxut 0,6 mr) ona getew ctapwe 10 net u B3pocbix [22].
Y pneteit npenybepTaTHOrO BO3pacTta M MOAPOCTKOB MUHM-
MasibHas HayanbHasg [03a KONXWMUMHA 0ObIYHO COCTaBnseTt
1,0 Mmr/cyt. TepaneBTuyeckas A03a KOAXMUMHA AN LeTen
MOXET PacCYMTbIBATbCS M C YYETOM MacChbl Tena, KoTopas
konebnetca mexay 0,03-0,07 Mr/kr/cyT npy MakCMManbHOM
CyTOYHOW fo03e He Bbiwe 1,5-2,0 mr/cyT [16, 21].

KnuHuyeckunin apdekT KonxumumHa 1 f03a, npegoTepalla-
towas npuctynol 16, 3aBucaT Takxke oT reHotuna MEFV
M BO3pacTa MaHudecTauumn 6one3Hn (MaUMeHTbl C PaHHMUM
Hayanom bonesHn n M694V romosunrotel TpebytoT Ha3Haye-
Husg Gonee BbICOKOW A03bl). 10 MOKA3aHMAM (KTSKENbIA
M694V roMOo3MroTHbIN reHOTUM, YaCTUUYHASN PE3UCTEHTHOCTb K
NeYyeHnto M ap., CM. Bblle) [03a MOXET OblTb MNOCTEMNEHHO
nosbileHa go 1,2, 1,5 unn 2,0 Mr/aeHb B 3aBUCUMOCTU OT
Maccbl Tena / BO3pacTa, a TakXe CrnekTpa MyTauui reHa
MEFV, ocobeHHO npu romMo3uWrotHoM reHotune. B cnyvae
pa3BuUTUS Y HONBHOIO OCNIOXKHEHMI (HanpuMep, aMUIOMA03a)
WX BbICOKOW aKTMBHOCTM OONE3HM MOKA3aHO Ha3HauyeHue
6onee BbICOKMX A03 cneumanuctoM no (6. MNpeBbiweHne
[03bl KonxuuuHa 2,0 Mr/cyTy geTei NpoTMBOMNOKAa3aHo M3-3a
BO3MOXHbIX NOBOYHbIX 3P dHeKTOB npenapata [22].

B TeueHue konxuumHoTepanumn obs3aTenbHbl peryaspHoe
HabntoaeHWe 1 KOHTPO/b 33 OTBETHOW peakumeit Ha npena-
paT, N060YHbIMM/TOKCMUYECKMMU P DEKTAMMU, NPOTEUHYPUEN,
CYOKNMHUYECKOWM BOCMANUTENbHOM aKTUBHOCTbIO: Yepe3 Kax-
oble 6 MeC. Hapsay C OCcMOTpoM 60/MbHOrO npoBefeHue
nepudepmnyeckoro aHanusa KpoBm M 06LLErO aHaNM3a MoK,
€XerogHo — KOHTPO/Ib BUOXMMUYECKMX MapKepoB (QYHKUMM
noyek (kpeaTuHuH, mMoueBmHa, K, Na), neyenn (AST, ALT)
n octpodasHbix 6enkoB (CRP/SAA npoteuH), 1 pa3
B 1,5 roma- Y3 opraHoB OptoWHOM MONOCTM U MOYEBOM
cuctembl. [pu NpeBbIWEHWM MAPKEPOB LMTONM3A NeYeHu
B 2 pa3a Nokas3aHbl CHMKEHWE A03bl KONXULMHA U faNbHEN-
lee McCienoBaHUe MPUYMHbBI NMOBbIWEHMS. Y 60MbHbIX CO

CHMKEHHOW (BYHKLMER NoYek u BbICOKMM PUCKOM TOKCHYe-
CKOro LENCTBMUSA KONXMUMHA Takxke HeobXoAMMO yMeHblue-
Hue ao3bl npenapata. [MoboyHble 3 deKTsl NPy KOHTPOAUPY-
eMOM KONXMUMHOTEpanuu HabnopaTcs peako (y ~ < 1%
[leTel) — B OCHOBHOM B BMWAe Auapen (8,0303aBMCUMOW),
pexe 3pUTEMATO3HOW CbiMM B Hayane NeyeHus, KoTopble
KOPPUTMPYIOTCS BPEMEHHBIM CHUKEHWMEM [,03bl / APOBNEHN-
€M KpaTHOCTM npuema npenapara.

Ha3sHaueHne 6onbHbIM 16 MakponnaoB, a Takxke LMKNo-
CNOpUHa OLHOBPEMEHHO C MPUEMOM KOAXMUMHA MPOTUBO-
nokasaHo v TpebyeT 0cO60M HACTOPOXKEHHOCTU U MHDOPMU-
POBAHHOCTM fleyallero Bpaya O B3aMMOLEWCTBMM 3ITUX
neKapcrB.

MocnenoBaTenbHas, eXeAHEBHAS U peryngpHas KOAxXu-
LUMHOTepanus ABASeTcs 0OCHOBOW nevenns u segenus b, uto
MO3BONISET YMEHbLUMTD YACTOTY U TSXKECTb MPUCTYMOB, @ TAKKE
npeaynpeauTb pasBuTMe aMUNoMA03a, MOYEYHOM HepocTa-
TOYHOCTU U MpEXLEBPEMEHHbIN NeTanbHbIA  UCXOL
y BONbLWMHCTBA NaLneHToB [22].

MoCTOSHHAA KONXMUMHOTEpanus, perynspHblii Bpayeb-
HbIA KOHTPONb (AMcCnaHcepHoe HabnoaeHwe) M noaaepkka
cembu obecneymBatoT 6onbHbIM 16 ynosneTBopuTeNbHOE
KauecTBO >KM3HM, MO3BONSAS BECTM aKTWBHbIA 0O6pPa3 XM3HU,
nocewaTtb LWKOAY, 3aHMMaTbCs CMOPTOM C YMEPEHHbIMU
Harpyskamu, CTaTb MOMHOLEHHBbIMU M MOAE3HbIMU YNEHAMK
obuiecTsa.

XOTS KONXWMUMH — MOKA eAMHCTBEHHbIV 0(ULMANbHBbIN
npenapat ans nevenns b v npodunakTmkn amMmnonnosa,
O[HAKO, C Y4YeTOM [aHHbIX O HenepeHoCUMOCTU W/unu
yactnyHom (8-10%) unu nonHow (0,4-1%) pe3ncTeHTHOCTH
K HEMY, OTCYTCTBMM NOAHOM peMuccmmn y nouti 30% 60/bHbIX,
NOTeHLMaNbHOM TOKCMYHOCTM npenapaTta (HU3KMIA Tepanes-
TMYeCKMi nopor) M HeobXoOMMOCTM ero MOCTOSHHOrO,
MOXM3HEHHOrO MpUEMa U KOHTPONS LO3bl, MOMCK anbTepHa-
TUBHbIX CpenctB nedvenus [16 no-npexHeMy ocTaeTcs
AKTyaNbHbIM.

OcHOBHas coBpeMeHHas TEHAEHLMS B MOMCKAX Tepanuu
ONS PEe3NCTEHTHBIX K KOAXMUMHOTepanuu 6onbHbix B -
MCnonb3oBaHMe BUONOrMYeCKMX NpenapaTos C y4eToM naTo-
reHeTMYeCKoM poNnvM MMMYHHOIO BoCnaneHus. B HacToswee
BpPEMS LIMPOKO MCCIeLyeTcs, B T. 4.y AeTew, 3pOeKTMBHOCTb
aHTaroHucTtoB IL-13 peuentopoB - AHakuHpbl (Anakinra,
Kinerit), Kanakntymaba (Canacinumab, Illaris) u op., a Takxe
ux 6BuocumunapoB. HeT noATBEPXAAWMX [AAHHbIX

Tabnuua 1. Knunuveckas auarnoctuka MNb no cucteme Tel-Hashomer (Livneh A. et al., 1997, 2000)

OcHoBHble [lononHuTenbHbIE

OKOHYaTenbHbll BeposTHbii

[NoBTOpHbIE MPUCTYMbI
NINXOPAJKM C CEPO3UTOM
(MepuUTOHMUT, NEBPHT, CUHOBMT)
Amnnonnos AA-Tuna 6e3
npeapacnonararoLLen K Heit
Apyroi 6one3qu

bnaronpusitHas otBeTHas
peakLys Ha KONXMLMHOTEpanuio

[oBTOpHbIE MPUCTYMbI IMXOPaAKU
PoxenonobHas 3puTema Koxu
Hanuuue MB cpeau poncTBeHHMKoB 1-i
CTeneHu poACTBa

1 ocHoBHol 1 1
LONONHUTENbHBIN KpUTEpUiA

2 OCHOBHbIX KpUTEPMS UM 1 OCHOBHOJA
W 2 BONONHUTENbHBIX KpUTEPHUS
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06 3QdEKTUBHOCTM  KPAaTKOBPEME@HHOTO  MpPUMEHEeHUS Tabnuua 2. Kputepuu crenenu Tsxkectu M6 no cucreme
aHTaroHucToB IL-1f3 peuenTtopos. [MpogomKatoTcs akTUBHbIE Tel-Hashomer (Livneh A. et al., 1997)
MCCNefoBaHUs OAUTENbHOTO MX 3ddekTa M OTAANEHHbIX
NOCNefCcTBUIA, @ TakxKe pa3paboTka HOBbIX MOLXOLO0B K fieye- KpHtepuw crenenm Tsecr NG
Huto B, Ectb coobuieHms 06 ycnewHoM covetanum npu b
MHdnukenmaba  (Infliximab) ¢ HuM3kMMM  po3amu 1. Bo3pacT MaHubeCTaLk Goneshi
MeToTpekcaTta (Methotrexate) [8, 25]. o <5 NeT 3
[na cumntomatyeckoro 06e360NM1BaOLLETO U/MW AHTH- «5-10 net 2
nupeTnyeckoro 3ddekTa, B OCHOBHOM npu 0060CTpeHUn ¢ 10-20 net 1
CYCTaBHOr0 CMHApPOMa (apTponaTtuu, BACKYAMTbI), MOTyT ¢ >20 net 0
Ha3HayaTbCs KOPOTKMM KYPCOM HECTePOW[HbIe MPOTUBOBOC-
nanuTenbHble Npenapatbl (HanpoKCeH, AnknodeHak, bynpo- 2. Yacrora npuctynos (s Mecsuax)
(deH, MHAOMETALMH U Ap.), HE BAMSIOLLME HA YACTOTY U UHTEH- :;22 ;
cuBHOCTb npuctynos [1b. [nokokopTMKOMAbl MOTYT yMeHb- -<I 1
WKNTb OAUTENBHOCTb MPUCTYNOB, OAHOBPEMEHHO YCUAMB MX
yacroty. [pn xpoHnyeckoM apTpute 6onbHbIM 16 fononHu- 3. 11033 KOAIXMLMHA AN KOHTPOAS NPUCTyNa
TENbHO Ha3HAYaoTCH 60N1e3Hb-MOAMDULMPYIOLME aHTUPEB- * be3 s(pexra ;‘
MaTnyeckne npenapatel (DMARDs), BHyTpuCycTaBHble * 2 mr/cyt b
MHBEKLMM CTEPOUIOB MU BUONOTUYECKUE areHTbI. * 1,5 mr/oyr 1
NMoMMMO MeaMKaMeHTO3HOro nevyeHns 6onbHble MNb HyXx- * Lmr/oyr
[alTCca B MncuxonornyeckoM copencteuu. CneumanbHas 4. AptpuTbl*
fveta He TpebyeTcs, BOIMOXHO, HE0OX0AMMO WLLb HEKOTO- o 3aTKHblE 3
poe OrpaHuW4yeHue B PaLMOHE XMPHOW W KapeHoW enbl. » OcTpble 2
MpodunakTuyeckne BakUMHALMKM MPOBOASATCS B MEpPMOL
pemuccuu IMB (B MEXNPUCTYNHOM Nepuoae) Ha GOoHe KONXu- f'EPc?;e::gogzjozzmMa 5
LMHOTEpanuu B 0BLLENPUHATOM MOPSAKE.
B HacTosiwee Bpems B 0OCTaTOMHO YacTo BCTpeyaeTcs 6.Amunonzno3 AA Tuna
B CTpaHax, fdanekux oT Cpean3eMHOMOPCKOro permoHa. * Ecn Habntopaetcs 3
MurpaLms HapoaoB, STHUYECKM NpeapacnonoXeHHbIX K M5, * Tpu deHotmne 2 4
MEX3THMYeCKMe Bpaku 1 Apyrue hakTopbl 4enatoT akTyasb-
HOM MpobnemMy ee CBOEBPEMEHHOM OMArHOCTUKM U andde- * YMepeHHas cTeneHb )5
peHUManbHOM ANArHOCTUKM, @ TakKe MeanKo-reHeTU4eCcKoro + CpenHeTsxenas creneHb 6-10
KOHCYNbTUPOBAHUA CEMEN M pacyeTa reHeTU4eckoro pucka * Tsxenas CTeneHb >10
15 NOTOMCTBa.
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