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YneHbl cOBETA IKCNEPTOB:

e HaconoB EBrenuii JIbBoBuY — akagemuk PAH, A.M.H., npocheccop,
IMaBHbIA BHELTATHbIN pesmatonor Munsgpasa Poccuu, MpesuaeHt
061wepoccuiickoii 06LLECTBEHHOI OpraHn3aunn «Accounaums
peBmarosioros Poccun», HaydHbIn pykoBoamTens GIEHY «Hay4Ho-
1CCNeA0BATENIbCKNIA UHCTUTYT peBmaronoruu um. B.A. HacoHoBO».
e Masypos Bagum NBaHoBuY — akagemuk PAH, A4.M.H., npodheccop,
anpektop HUW peemartonorum HaunoHanbHoro MeguUMHCKOro
1CCNeaoBaTeNibCKoro LieHTpa umeHn B.A. Anmasosa Munsgpasa
Poccun.

e Kyues Cepreit UBaHoBMY — 4ieH-koppecnoHaeHT PAH, o.M.H.,
npodpeccop, ampekTop MeanKo-reHeTU4eCKoro Hay4Horo LeHTpa
nMmeHn akagemuka H.M. bo4ykoBa, rnaBHbIA BHELLTATHbIA cneumannct
no MeauuuHcKon reHeTuke Munsgpasa Poccun.

¢ Jluna Anekcaugp Muxaiinosuy — 4.m.H., npocheccop, ANpeKTop
OIEHY «Hay4Ho-uccnefoBatenbCKnii MUHCTUTYT PEBMATONOMN UM.
B.A. HacoHoBOI».

¢ [lonskos AnekcaHap BnapumupoBuy — 4neH-koppecnoHaeHT PAH,
A.M.H., npocpeccop, 3aseayrowuin naboparopueit OHK-anarHoctmkm
MeanKo-reHeTU4eCcKOro Hay4HOro LIeHTpa MMeHN akaaemuKa

H.I. boykoga.

e Jly6ukos AnekcaHap MBaHoBMY — 4.M.H., Npocheccop, AMPeKTop
pesBmarosiornyeckon knuuukn um. A.W. [lyéukosa, Bnagnsoctok.

e 3axaposa ExatepuHa HOpbeBHa — 4.M.H., 3aBedytoLLas
naboparopuei HacneacTBeHHbIX 60ne3He 06meHa BeLects Meanko-
TEHETUYECKOro Hay4yHoro LieHTpa uMeHn akagemuka H.MM. boykosa.

e Mowucees Cepreit BaneHTUHOBUY — A.M.H., npodheccop,
3aBeyloLLMiA Kadheapoil BHYTPEHHUX, NPOdECCUOHANbHLIX 60Ne3Heil
1 pesmarosiorun lNepsoro MocKoBCKOro rocyaapCTBEHHOr0
MeauLMHCKOro yHuBepcuteTa umenn .M. CeyeHoBa.

e Pamees Bunen Bunesuy — a.m.H., npodheccop Kadgenpbl
BHYTPEHHUX, NPOdecCUoHanbHbIX 60Ne3Hel 1 peBmMatosorum
[Tepsoro MocKoBCKOro rocyfapCcTBeHHOro MeAULMHCKOro
yHuBepcuteTa umenmn V.M. CeveHosa.

e ba6aesa Aupa PythatoBHa — 4.M.H., npocheccop, 3aBefyroLas
Kacheapoi (DakyneTeTCKOM Tepanum Bonrorpagckoro
rocyaapCTBEHHOr0 MeAULIMHCKOr0 YHUBEPCUTETA, MMaBHbIN
BHELLTATHbIVA cneunanucT-peemaronor KxHoro qeaepanbHoro
oKpyra.

e Enuceesa Jlrogmuna HukonaesHa — [.M.H., npodheccop,
3asefytoLLas Kadheapoi PakynsTeTcKon Tepanum Ky6aHckoro
rocyaapCTBEHHOr0 MeAULIMHCKOrO YHUBEpPCUTETA.

¢ Hukuwuna Wpuna MetpoBHa — K.M.H., 3aBefytoLLas nabopaTopmeii
peBMaTUYecKnx 3abonesaHnii eTckoro sospacta PrHY «Hay4Ho-
1ccnesoBatesibCKNiA MHCTUTYT pesmartonorun uM. B.A. HacoHOBOI».
e ToprawmnHa AHHa BacunbeBHa — K.M.H., 3aBeaytoLuas
na6oparopueil MeTo0B UHTEHCKUBHOM Tepanun OIBHY «Hay4Ho-
1cCnesoBaTesibCKNiA MHCTUTYT pesmartonorun uM. B.A. HacoHOBOI».
e CamurynnuHa Py3aHa PamunoBHa — K.M.H., pykoBoauTens LieHTpa
Tepanuu reHHo-UHXeHepHbIMK 61MON0rMYeCcKUMM NpenapaTamu
KNUHUKN UM. 3.9. JiixBanbaa.

e CanyruHa CBetnaHa OneroBHa — A.M.H., B.H.C. labopaTtopuu
peBmMaTU4ecKnx 3abonesaHnii eTckoro sospacta PrEHY «Hay4Ho-
1CCNeoBaTesibCKNiA MHCTUTYT peBmartonorun uM. B.A. HacoHOBOI».
e depopoB Esrennit CTaHUcNaBoOBUY — K.M.H., C.H.C., nabopaTopuu
peBmMaTU4ecKux 3abonesaHnii aeTckoro sospacta PrEHY «Hay4Ho-
1CcCNesoBaTesibCKNiA MHCTUTYT peBmartonorun uM. B.A. HacoHOBOI».
e AHoweHkoBa Onbra HukonaeBHa — rnaBHbIiA BHELUTATHbINA
pesmarosior [lenaptameHra 34paBooxpaHeHns TOMCKOil 06nactu.

CeMeitHast cpeauseMHoMopcKas Jjuxopanka (Familial
Mediterranean Fever, FMF) npexncraBisier coboii HacaeacT-
BeHHOE 3a00JIeBaHME, KOTOPOE XapaKTepHO IJISI psiia STHU-
YECKUX TPYII, UCTOPUIECKM TPOXKMBABIIMX HAa TEPPUTOPUM
CpennzeMHOMODLS, 1ora EBporisl 1 biskHero Bocroka. C yde-
TOM 3THUYECKOTO pPa3HOOOpa3usi M HEOTHOPOIHOM Treorpa-
dbuu paccesieHus TIpenCTaBUTENEH 1IeTeBBIX STHUUECKMX TPYTIIT
no crtpaHe usydyeHue FMF mnpencrapisiercs akTyaJlbHbIM
u 151 Poccuu. B To ke BpeMst BOITPOC MTUArHOCTUKY 1 JICUCHMST
FMF ocraetcst HepellleHHbIM, a MacIuTaObl MPOOJeMbl HE BbI-
SICHEHHBIMU.

B nepuon ¢ 11 Hosi6pst mo 1 nmexkabpss 2020 roma ObLI
npoBeaeH CoBeT 3KCNEPTOB B OHJIaiiH-(GopMare ISl ToJIyde-
HUS PEKOMEHIAIINI 1O CIIeTYIOIMM BOTIPOCaM.

1. Ouenka snugemMuonornyeckoi curyanuu mo FMF
¥ MapUIpyTU3aluy alKueHToB B PD.

2. ®opMHUpOBaHKE ONTUMAJIBHBIX aJITOPUTMOB BEICHMUSI
nanyeHToB ¢ FMF ¢ nmpoBeneHeM reHeTHYeCKOTo TeCTUPOBa-
HUS ¥/Uu 6e3 HeTo.

3. O6cyxnenne pekomeHmarmii EULAR (2016) mo Be-
neHuto nareHToB ¢ FMF, a Takske BO3MOXKHOCTH TIEPCIIEKTH -
BBI pa3pabOTKM KIMHWYECKUX peKoMeHmanuii mjist PD.
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Monyndauma nayneHtoB ¢ FMF B Poccum v noagxopasl
K e OLeHKe

DKcnepThl MO-pa3HOMY OLIEHMBAOT 3200JIeBaeMOCTb
u yucio nauueHtoB ¢ FMF B Poccun. YuactHuku Cosera
o0paTWJIM BHMMaHME Ha TO, YTO BBbIHECEHHE OLEHOY-
HBIX CYXIEeHM o yuciaeHHoctu OoibHbIX FMF Ha ceron-
HSI CBSI3aHO C PSANOM 6apbepoB, B TOM YMCJIE C OTCYTCTBUEM
KPYIHBIX SMUAEMHUOJIOTUYECKUX HMCCIeTOBAaHUM, TPYIHOC-
TaMu auarHoctuku FMF, HaxoxmeHWeM 4acTH MaleHTOB
3a TIpefejiaMu CHCTeMBbl 3IpaBooxpaHeHUs Poccum BBUILY
OTCYTCTBHSI IPaXXIaHCTBA WU MOJIYYSHUS TepaIuM IO PEKO-
MEHIAINK YICHOB CEMbH.

Heckonbko 3KcrepToB Ha OCHOBAaHWUM CBOETO OITbI-
Ta ykaszajiu, 4to yucio 6ojbHbiXx FMF B Poccuu He momx-
Ho npeBbiaTh 3000 maiueHToB. Psia aKcnepToB paccuuTain
npennojaraecMoe yucio ciydyaeB FMF B Poccum Ha ocHoBe
nemorpauuecKux JaHHBIX C Y4ETOM MH(MOPMALUU O pacipo-
CTPaHEHHOCTU 3a00JIeBaHUST Y LEJNEBbIX STHUYECKUX TPYIMI.
ComracHO TakOMy pacyeTy YMCIEHHOCTh MOMYJISIIUU MOXET
coctaBiath oT 2400 mo 3000—6000 namuenTos. Ilpu Mcmonb-
30BaHUM JAHHBIX O PACIPOCTPAHEHHOCTH B OOIIEH MOMyIIsi-
LIMM POCCUSIH ApaiiBepHOll MyTaluu B reHe MEFV, Hanuuue
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KOTOPOH TIPEATIONIOXUTEILHO SIBJISICTCS TTPUIMHOMN pa3BUTHS
3a0oJieBaHus, TIpeAroaraemMas YucjieHHOCTb 00abHbIX FMF
B Poccuu momkHa nmpubamxkarbest K 17 000.

B yucio pernoHoB Poccuu ¢ npeamnonaraemoit Hauboee
BbICOKOI1 3a00sieBaeMocTbio FMF Bonuin FOxnbiii u CeBepo-
KaBka3ckuii (enepaibHble OKpyra, Ha TEPPUTOPUN KOTOPBIX
MPOXUBAIOT OOJIBIIIKME AUACTIOPBI ApMSIH, a3epOaiiKaHIIEB, TY-
pok, HaponoB Kaskaza. O6palieHo BHUMaHKe Ha TO, YTO yBe-
JINYEHUE MUTPAIIUU HACEIICHUS MOXET TIPUBOIUTH K YBEINIe-
HUI0 yrcia nanreHToB ¢ FMF B kpynHbix ropogax (Mocksa,
Cankr-IletepOypr, EkaTepuHOypr u ap.).

MapwpyTusauma nayMeHToB U guarioctuka FMF

IIpn ob6cyxmeHMM NPUYMH HECBOEBPEMEHHOI IMarHo-
ctuku FMF B otnenbHbIx peruoHax Poccuu obpaiiieHo BHUMa-
HME Ha Takue (aKTOpbl, KaK COCTOSTHUE CHCTEMBI 3IpaBOOXpa-
HEHUSI, HEIOCTaTOYHAs KBaJu(PUKAIMsSI Bpadyeil M OTCYTCTBHE
JIOCTYITHOCTY METOIOB AUATHOCTUKM 3ab6ojeBaHus. [1o MHEHMIO
aKcnepToB, B uejgoM FMF BoBpewmst He nuarHoctupyercs B 30—
85% cnyyaeB, B Mockse — B 60%, B Tomckoit n Bonrorpanckoit
obnactax — B 80—90%, a B perMoHax ¢ OTHOCHUTEJIbHO BBI-
cokoit  pacrmpoctpaHeHHocThlo FMF  (KpacHomapckuii
Kpail) — y TOJIOBUHBI TManueHToB. Cpeau OCHOBHBIX IIPO-
0JieM MapIIpyTU3alMK 3KCHEPThl BBIACIWIM HETOCTaTOYHYIO
MHGOPMUPOBAHHOCTh Bpauell MEepBUYHOIO 3BeHa (0COOEHHO
NIETCKUX Bpadeil u Xupypros ctanioHapoB) o FMF, uto Hepenko
MPYBOINT K HEKOPPEKTHOI MHTEPIPETAINN KIMHUIIECKUX U JIa-
0OpaTOPHBIX JaHHBIX, TUTICPIUATHOCTUKE U «IIepeICINBAHUIO»
(HarpuMep, He0OOCHOBAHHOMY ITPOBEACHUIO J1ariapOTOMUM/
Jarmapockonuu). B HacTosiee Bpemst Bo Bcex pernoHax Poccrm
WMEIOTCS CJIOXKHOCTU KaK € JOCTYITHOCTBIO CIielIMpruIecKoii re-
Hetuyeckoi nuarHoctuku FMF, tak u ¢ obecnieueHreM mnaru-
€HTOB HeoOXoauMoii Tepanueit yepe3 kaHaibl OMC u apyrue
opMbl HdrHaHCUpOBaHUs. MHOTME Bpaul UCTIBITBIBAIOT HEMO-
CTaTOK BHEIIIHEN 3KCIEePTU3bl, TOCKOJIBbKY OOJIbILION OIBIT Bele-
HMSI PEIKOro 3a00JieBaHUSI MOXXKHO HAaKOMUTh TOJbKO B OTHOM
u3 deaepasbHBIX LIEHTPOB.

B otHomenuu BausHus nangemun COVID-19 Ha cu-
cTeMy Mapiipytuszanuu naureHToB ¢ FMF akcnepTsl ykasa-
JIM Ha TO, YTO TIIPU COXPAHEHUU COOTBETCTBYIOIIMX IIEHTPOB
B pabOTOCIIOCOOHOM COCTOSTHMM MapIIpyTH3alUsI CYIeCTBeH-
HO HE MEHSIETCS, OJHAKO BO3pAcTacT pOJib AMCTAHIIMOHHBIX
KOHCYJIbTalUH.

OKCIepThl NMPEeMIOXKUIN CASAYIOIINE METOIbl PelleHMS
npo06JeM MapiipyTu3aiuuu 60abHbIX FMF.

» Pa3zpaboTka KIMHUYECKUX PEKOMEHIALU I 110 AUarHo-
ctuke u BeaeHnio FMF, B KoTopbIx OyayT mpeacTraBieHbl aj-
TOPUTMBI TMArHOCTUKHU M MapILIPYTU3allMU MAllMEHTOB, B TOM
qucIie A1 Bpadyeil MepBUYHOTO 3BEHA.

» [IpoBeneHne oOpa3oBaTEIbHBIX MEPOIIPUSATHIT U MEX-
TUCIUILIMHAPHBIX TIPOEKTOB, HAMPABJICHHBIX Ha IMOBBIIIEHUE
OCBEIOMJICHHOCTH CIIEIIUAICTOB TIEPBUYHOTO 3BE€HA 3IPaBO-
OXpaHEeHMUsI O MpobieMe, TPU3HAKaX U KPUTEPUSIX TUATHOCTH -
ku FMF, a takxe nuddepeHunanbHOi TMarHoCTUKE JTUXOPAI-
KU HEeSICHOTO TeHe3a.

+ MdopmupoBaHUe Ha YpOBHE PETMOHOB MaTPUYHBIX
MEXIMCIUTUIMHAPHBIX KOMaH/ (IETCKUI U B3pOCIbIiA peBMa-
TOJIOT, TeHETUK, TACTPOIHTEPOJIOT, HEDPOJIOT U Apyr1ue Heoo-
XOJMMBbI€ CIELIMAIMCThI), LEJIbl0 KOTOPBIX OyIeT ONTUMHU3a-
LIMSI AMAarHOCTUKU U BelneHus namueHToB ¢ FMF.

» O0ecrieyeHWe TIOCTOSSHHOM ~ BO3MOXHOCTH T~
CTAHIIMOHHOTO KOHCYJbTUPOBAaHMUSI THUIIA «Bpay — Bpay»
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IUIST CTIELIMATMCTOB TIEPBUYHOIO 3BeHA ¢ MPOMPUIBHBIMU 3KC-
nepTaMH.

* [loBblieHue goctyrnHocTy Tepanuu FME.

+ BricTpauBaHMe JIOTUCTUKU T€HETUYECKOIO TECTUPO-
BaHMSI C JOCTaBKOM 00pa31IOB IJIs1 aHAIM3a U3 PETUOHOB B 9KC-
MepPTHBIE LIEHTPHI.

« Opranuzauusi pedepeHCHBIX LIEHTPOB IS OKasa-
HHUSI KOHCYJIBTATUBHOM ITOANEPKKM B OTHOLIEHWHU IUATHO-
cruku u jJedenuss FMF, B ToM 4nciie B paMKax CIeuaIbHbIX
IHE KOHCYJBTUPOBAHUS 110 BOIIPOCAM JIMXOPALOK HESICHO-
ro reHesa.

Anroputmbl guarHoctukun FMF

B pyrunHoit npaktuke nisi auarHoctuku FMF y B3po-
CJIBIX TIAIIMEHTOB KCIEPTHI B OOJBIITMHCTBE CIy4aeB UCIIOTb-
3yior kputepuu Temb-Xamomepa, Gattorno u coast. (2019)
u kputepun Livneh (1997). [Mequatpsr gare Bcero mpuMeHs -
10T Typelkue Kputepun nuarHoctnku FMF y manveHToB net-
ckoro Bo3pacta (Yalcinkaya u coast. 2009). B momoiaHeHue
K YKa3aHHBIM DPSIT SKCIIEPTOB OTMETWJIM BBICOKYIO TPUMEHM-
MocThb U npakTuyHocTh kKputepueB EUROFEVER, ucnonb3o-
BaHME KOTOPBIX CIEAYET BHEAPSITh B PYyTUHHYIO ITPAKTHUKY.

B Hacrosiee Bpems npouecc auarHoctuku FMF nipen-
CTaBJISIETCSl CIOXHBIM U TpydoeMkuM. Kak oTMeTwiu Heko-
TOpble BKCHEPThl, B OOJBIIMHCTBe ciaydyaeB auarHo3 FMF
YCTAHABIMBAIOT METONOM HWCKIIOYEHUsSI, TTO3TOMY B IMATHO-
CTUYECKOM TIPOIIeCcCe MOXKET ObITh MCTIONB30BAHO OOJBIIMHCT-
BO IOCTYITHBIX METOMIOB TAOOPaTOPHOTO aHAJIM3a U BU3yaln3a-
. Cpear OCHOBHBIX IMATHOCTUYECKUX TIPOLIEAYP IKCIIEPTHI
OTMETUJIN:

* MOJIEKYJISIPHO-TEHETUIECKOe
MEVF,

» onpeneneHue COD, C-peakruBHoro 6enka (CPB) Bbi-
COKOYYBCTBUTEIbHBIM METOIOM, CBIBOPOTOYHOTO aMUJIOUTHO-
ro 6enka SAA (Serum amyloid A);

* KIMHWYECKUI aHaJIu3 KPOBU C OLIEHKOI Comep>KaHusI
JICKOLIUTOB;

* OLIEHKY IPOTeUHYPUH;

+ ompeneneHue ataHMHaMUHOTpaHcdepasbl (AJIT), ac-
napratamMmuHoTpaHcdepassl  (ACT), kpeatnHdOChHOKMHA3H
(K®K);

* YJIBTPa3BYKOBbIE METOMBI UCCIIENOBaHUsI (BBISIBICHUE
TUIeBpUTa, TIEpUKApAUTa, COCTOSTHUSI CYCTaBOB, OPIOIIHOM T10-
JIOCTH U MOYEK);

* peHTreHorpaduioo, KOMITBIOTEpHYIO TOoMorpaduio
(KT), marHuTHO-pe3oHaHcHY10 Tomorpaduio (MPT) (oueHky
CEepO3UTOB I'PYIHOI MOJIOCTU);

* 3a00p U aHaJIM3 CIMHHOMO3TOBOM XKUIKOCTH;

* TecCTbl Ha aHTHHYKJIeapHbii pakTop (AHD), antuTena
K UMKINYECKOMY LIUTpY/UTMHUpoBaHHOMY Trerrtuny (ALLLIIT),
peBMarouaHbIi hakTop (PD);

+ a3o¢aroracrponyoneHockomuio (DIJC), KomoHO-
CKOTIVIO TSI TIOTy4eHUsT OMOTICUITHOTO MaTepuaia U aHaiu3a
Ha aMWJIOUT;

* HedpoOuorncuio (aHaJIM3 HA aMWIOM]I, TUCTOJIOTHYE-
CKUIf 1 UMMYHOTUCTOXUMWIECKUIA aHAJIN3).

B MockBe B GOJIBIITMHCTBE CIyYaeB TOCTYITHBI BCE METO-
IIbl ICCIIEOBAHNSI, OMHAKO, B PSIiEe CUTYallMi TOJBKO Ha KOM-
MEpUYECKOil OCHOBE. 3HAUUTEIbHAsI YaCTh PETMOHOB UCIBIThI-
BaeT TPYIHOCTH C MPOBEIEHUEM F€HETUUECKOTO TECTUPOBAHUS,
KOTOpbIE OOYCJIOBJIEHBI OTCYTCTBUEM KBAIU(ULIMPOBAHHBIX
J:abopaTopuii Uar crnoco6oB 3(PHEKTUBHOM JTOTUCTUKU U/ WIIK

HCCIIE€OJOBAaHUE TCHa
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BBICOKOII cTOMMOCTbIO uccienoBaHus (Cankrt-IletepOypr,
KpacHomapckuii kpait).

OKCMepTel OTMETWIM, YTO MJIs1 M30€raHusi OLIMOOK
TIPY MOCTaHOBKE TMArHo3a BBIIIOJTHEHUE MOJIEKYISIPHO-TEHETH -
YEeCKOTO TECTUPOBAaHUSI IS OLIEHKM MYTALlMOHHOTO CTaTyca reHa
MEVF gBnsieTcs 00s13aTeJIbHOM M HEOOXOAMMOM TpOLEaypoid,
KOTOPYIO HYXHO BBITIOJHSITh [aXe TMalueHTaM, WMEeIOIuM
BCe HEoOXOoAuMble KIMHUKO-abopaTtopHble Kputepun FMF.
DKCIepThl YKa3aid Ha TO, YTO TIEPBBIM 3TAllOM TECTUPOBAHUS
JOJDKHO OBITH OTIpeie/IeHre MyTAIIii B «TOPSTINX TOUKAX» , KOTO-
phbie pacrioyioxeHbl B 10-M 3k30He reHa. [1py COMHUTENbHBIX pe-
3yJIbTaTax CTOUT MPUOEraTh K MOJHOMY CEKBEHUPOBAHUIO TeHa.
DKenepThl MO MOJIEKYJISIPHOW IMAarHOCTUKE OOpaTWIM BHM-
MaHUEe Ha HeOOXOINMMOCTb WCIIOJIb30BaHUSI CEKBEHUPOBAHUS
no CeHrepy B KayecTBe HauboJiee MPUEMJIEMOTrO METolIa AMar-
HOCTUKU. B To Xe BpeMsi oOpallleHO BHUMaHKME Ha CyLIECTBO-
BaHME CJIOXHBIX KIMHUYECKUX CIIy4aeB, MPU KOTOPBIX y MallM-
€HTOB C CEMEWHBIM aHAMHE30M M Pa3BEPHYTOM KIMHUYECKOM
kaptuHoit FMF mytauuu B rene MEVF He BbISIBISIIOTCS.

MHeHus 9KCTIEpPTOB B OTHOIIIEHUM aJITOpPUTMA EHCTBUH
Bpaya Mpu OTPUIATETbHOM TeHETUYECKOM TeCTUPOBAHNH pa3-
nemuch. YacTh 9KCIIEPTOB CUMTAET HEOOXOIUMBIM TTPOBEE-
HUe 00C/IeNOBAaHUI B OTHOIIEHUM AUATHOCTUKU JAPYTUX AyTO-
BOCMAJIUTEbHBIX 3a00JIeBaHUIA, APYTrUe OTAAIOT MPUOPUTET
NpoOHOI (ex juvantibus) Tepanuu KOJXUIIMHOM WU crieludu-
YeCKMMU MHTUOUTOpamu uHtepielikuHa-1 (UJI-1), B neppyio
ouepenpb y MalMeHTOB C BHICOKUMM YPOBHSIMU «BOCIIATUTEb-
HBIX» GOMapKepOB B KPOBU, PUCKOM aMUJIOMA03a WU JECTPYK-
TUBHBIX TIOpaXeHUI1 cycTaBoB. Takxke OTMEUEHO, UYTO paluo-
HaJTbHOW TaKTUKON SIBJSIETCS OMpeAesieHUe TreTepo3UrOTHOrO
craryca mytauuii B reHe MEVF, KoTopble NMpU HaIWYUMU J10-
CTaTOYHOI MEHETPAHTHOCTH MyTaluu B 16—34% ciydaeB Mo-
ryT ObITH cBsI3aHbI ¢ FMF.

OutchepenumnanpHblit gnarnos FMF

JuddepenunanbHas guarHoctuka FMF  ocHoBbIBaeT-
cs HAa VHIVBUAYAJTbHON KJIMHUYECKOW KapTHHE, B TUArHOCTHU-
YeCcKUil TIepedeHb CIeNyeT BKIIIoYaTh CIIemyrolye 3a00aeBaHMS:
ocTpble 0OJE3HM OPraHOB OPIOLTHOW TIONOCTH (AINTEeHIUIINT,
XOJICIIUCTUT, TIAHKPEaTuT, WHGAPKT KUIIEYHUKA, TEPUTOHUT,
TPOOOJIEHNE SI3BBI); OCTPHIE COCTOSIHUSI OPTaHOB PETPOITYKTUB-
HOI CUCTeMBI XEHIIWH (Pa3pblB KUCTHI WIM ANOTUIEKCHS SIMd-
HMKA, BHEMAaTOYHasl OEpPEeMEHHOCTb); OCTPbIE COCTOSIHUSI Op-
TaHOB PETPOMAYKTUBHON CHUCTEMBI MYXYWMH (OPXWT, ITEPEeKpyT
sIMYKa); OOJIE3HU OPraHOB MOYEBBIBOISIICH CUCTEMBI (MOYEKa-
MeHHasl 00JIe3Hb, MUeNoHedPUT U IpyTve THOMHBIE 3a00eBaHus
MOYeK); BocHaauTelbHble 3a00eBaHus KuieyHruka (B3K) (s3-
BEHHBI KOJIUT, 601e3Hb KpoHa); 60s1e3HM CyCTaBOB (PeaKTUBHBIM
WY CENTUYECKUI apTPUT, peBMaTU4YEeCKKE 3a00JieBaHus ); MH(MEK-
LMY ¥ NTHBA3UU (OTIOSICHIBAIOIINIA TEPIIEC U APYTHE BUPYCHBIE MH-
ek, poxka, TOKCOTIa3MO3, TeTbMUHTO3BI, TYOEpKYJIe3 U JIp.);
ayToBocranureabHble 3a0omeBanust (AB3) (Cryopyrin-Associated
Autoinflammatory ~ Syndromes, TNF  Receptor-Associated
Periodic Syndrome, Mevalonate Kinase Deficiency Syndrome /
Hyperimmunoglobulinemia D syndrome); oHKoOrM4eckue u OH-
KoreMaTosioruyeckve 3a0oJieBaHus; 3a001€BaHUsl CEpleYHO-CO-
CYIUCTON cucTeMbl (MHGbAPKT MUOKapaa, MUOKAPINT).

Mpobnembl hapmakoTepanuu

I[ToMuMo HemocTaTOYHOM JUAardHoCTUKU, np06neMy
IpEACTAaBIAIOT OOCTYITHOCTE WM IIPUBEPXKECHHOCTb K TEpalnn
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FMF. Bkcrneptbl OTMEYalT, YTO MAlUEHThl C AUArHO30M
FMF B netckoMm Bo3pacTe, Kak MpaBuJIo, MOJy4aloT KOJXU-
uuH. Ilocne gocTUXeHMs] COBEPLIEHHONETUS CUTyallUsl MO-
XKeT u3MeHAThes1. [1o MHeHMIo 3KcmepToB, oT 10 no 50% na-
LIMEHTOB HE MOJIyYaloT TePAIMIO WU OHA TPOBOIUTCS TOJIBKO
B TEPUOIbI MPUCTYIOB Juxopanku. Cpeau MpUYMH OTCYT-
CTBUS TOCTOSIHHOTO JIEYEHUsI OTMEUYeHa HHU3Kasi KOMILIAaeH-
THOCTb TAlIMEHTOB, CBsSI3aHHAsI KaK C XpPOHUYECKUM TeUCHU-
eM 00JIe3HM, TaK M Pa3sBUTUEM TOJEPAHTHOCTU WIIM TLIOXOU
MePEeHOCUMOCTH KOJIXUIIMHA.

ITo olleHKaM OOJBIIMHCTBA 9KCIIEPTOB, PE3UCTEHTHOCTh
U HEMEePEeHOCUMOCTb Tepanuu KOJXUIIMHOM HaOII0naeTcs
y 30—50% mauuentoB ¢ FMF. I1Ipu 3ToM HeoGX0OMMO BhIIE-
JIUTh TPYIITY MALUEHTOB, KOTOPhIE ISl MPEAOTBPAlEHUS pa3-
BUTHST HeXeNaTeIbHbIX SIBJCHUI MPUHUMAIOT CYTOUYHBIE TO3bI
npernapara, KOTOpble CYIIECTBEHHO HUXE TepareBTUUECKHUX.
[Ipu 3TOM HEKOTOpBIE SKCHEPTHI yKa3alud Ha TO, YTO UCTUH-
Hasl pe3UCTEHTHOCTh K KOJXUIIMHY, BEPOSITHEE BCETO, BCTpE-
4yaeTcsl CYLIECTBEHHO pexe, He Oosee yeM y 15% manueHTOB.
OnHolt U3 TIPUYUH CIIOXUBIIEHCS CUTYallMM CYMTAIOT HU3KYIO
OCBEIOMJICHHOCTh OOJIbHBIX U CIEIIMAIUCTOB O Mepax ITOBHI-
IIEeHUST TIEPEHOCHUMOCTH KOJXULMHA (3pamukamus H. pylori
U1 U30BITOYHOTO OaKTepUaIbHOTO pocTa, Oe3/1aKTO3Hasl T1eTa).

J1s1 KOHCTaTaluM PEe3UCTEHTHOCTU K KOJXUIIMHY OO0Jb-
LIMHCTBO 3KcMepToB ucmnonb3ytoT Kputepur EULAR (European
League Against Rheumatism): Hainuue omHOro u 0Oosee Npu-
ctynoB FMF B TeueHMe mpealecTBYIONIMX 6 MecsleB Tepa-
1M B MAaKCUMaJIbHOI NEPEHOCUMOI 103€ NP YCAOBUM MOJTHOMU
MPUBEPXKEHHOCTU K JieyeHU1o. Cpeau Apyrux KpUTepueB pe3u-
CTEHTHOCTHU 3KCIIEPTHl OTMEYAIOT MOBBIIIICHUE YPOBHEN MapKe-
poB BocraneHus (COD, CPb B MeXNpUCTYITHBIN TIEPUO), pa3-
BUTHE U IPOTPECCUPOBAHE aMIJIOMI03a Ha (POHE TepaItiu.

DKCHepThl BBICKA3aJl COIMIACOBAHHOE MHEHUE O TIOM-
xomax K ¢apmakoTeparmu FMF. OcHOBHBIM JIeKapCTBEHHBIM
TpernapaToM SIBJISIETCS KOJIXUIIMH. B ciyyae pas3Butusi pesu-
CTEHTHOCTU K KOJIXMIIMHY, KaK MPaBWIO, CJeAyeT Ha3HAYUTh
uHruourop WMJI-1. s KOHTPOJMPOBAHMSI OCTPBIX CUMIITO-
MOB TIPUMEHSIIOT HECTEPOWIHbIE TPOTUBOBOCIAIUTEIbHBIC
npenapatbl (HIIBIIT), omHako uMX KCIOJb30BaHUE TaLlMEH-
TaMU B OOJIBIIMHCTBE CIy4aeB HOCUT OECKOHTPOJIbHBIN Xa-
paktep. B crnenubuyeckux KIMHMYECKUX CHUTYalUsX BO3-
MOXHO WKCIIOJIb30BAaHKWE [APYrUX IIPErnaparoB: IPU CTOKOM
IMOpaXXeHWM CYCTaBOB, OCOOEHHO NECTPYKTMBHOM apTpUTe, —
BHYTPUCYCTaBHOe BBeleHMe TaokokKopTukoumoB (I'K), cuH-
TeTUYeCKUEe OGa3MCHBIC TPOTUBOBOCITAUTEIbHBIC TIPEITapaThl
(cBIIBII), reHHO-WHXEHEPHbIE OMOJOTUYECKME IIperapaThbl
(T'BII), B nepByto ouepenb MHTUOUTOPHI (HaKTOpa HEKPO3a
omnyxonu anbda (MPHO-a) u naruduropst JAK.

OCHOBHBIM MOKa3aHWEM IS MCIOJb30BaHUS MHIHU-
outopoB MJI-18 skcrepThl CUMTAIOT MOSIBJICHUE PE3UCTEHT-
HOCTH K Te€panuu KOJXUIIMHOM WUJIM €ro HeIepeHOCUMOCTH,
pa3BuTHe AA-aMuiaouao3a, IOATOTOBKY K TpaHCILJIaHTa-
LIMA TIOYKM, a Takxke HU3Kywo sddekruBHocTh HPHO-a
u cBIIBII npu nepcuctupympollieM M JeCTPYKTUBHOM Iopa-
XKEHUU CYCTaBOB.

IMokazaHusimu 11 rocnutanu3zanyu nauveHToB ¢ FMF
SIBJISTFOTCS: TSDKEJTbI a0MOMWHAIBHBIN UJIN TOpaKaJIbHBII CUH-
IIPOM B MOMEHT ITOCTAHOBKH JUArHO3a; TSKEJI0e TeUeHHe 3a00-
JIeBaHUS (M pe3UCTEHTHOCTD K KOJIXUIIUHY), TIPU KOTOPOM BbI-
COKUIA PUCK Pa3BUTUSI aMUJIOUI03a U IECTPYKTUBHOTO apTpUTa
o0ycnaBauBaeT notpedHocTh B HazHaueHuu ['MBII; npusHa-
KW TOpaXkeHMsl MOYEeK WM MOTPeOHOCTb B IMPOBEACHUU Te-
MOAMaJIN3a C FoCIUTAIU3alMell B MPOGUIbHOE OTIAEICHUE);
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€XEroHO C 1IeJbl0 KOHTPOJIs 3 GEKTUBHOCTA U Oe30MacHo-
CTU Tepariuu.

B xauecTtBe KpuTepreB OLIEHKU 3(DHEKTUBHOCTH Tepanuu
SKCMEPThl OPUEHTUPYIOTCSI Ha 3HAUYUTEIbHOE YMEHbBILEHUE BbI-
PaXXE€HHOCTU CUMITTOMOB, CHUXKEHUE YaCTOThl U TSKECTH aTak,
TOJTHYI0 HOPMAaJTU3aLUIO UJTH CYIIECTBEHHOE YMEHbIIIEHHE MTOKa-
3aresieil BOCTIaJIeHUsI 10 JAHHBIM J1JaOOPaTOPHBIX UCCIIENOBAHUI
(COB, CPB, SAA). Psan skcniepToB OTMETUJIU, YTO JUISI OLIEH-
K1 3 (GEKTUBHOCTH JIEUEHUST B TIOBCETHEBHO MPaKTUKE yI00-
HO WCITOJIb30BaTh pPa3paboOTaHHBIE MEXIYHApOMHbIe WHIEK-
cbl 1 mkansl: FMF 50, MexnyHaponHbiii cuet tskectu FMFE,
AIDAI (Auto-Inflammatory Diseases Activity Index).

DKcnepThl cYUTaloT, 4To y nanueHtoB ¢ FMF pemuc-
cus 3a00JIeBaHUs SIBJISIETCS PEAUTMCTUYHOMN U JOCTVXKMMOM 1ie-
JIBIO TEpaIruK, KOTOPYI0 MOXHO OXapaKTepU30BaTh KaK OTCYT-
CTBME TPUCTYNOB U/WIKM KpaillHe peaKue KpaTKOBPEMEHHbIE
MPUCTYTBI B TEUEHUE ONPENEIEHHOro eprosia BpeMeHu (roaa
u 6oee).

Cy6bknuHUYecKoe BOCNANeHUe U amunonpos

BoJNBIIMHCTBO 3KCMEPTOB OTMETUJIM, YTO Y IMAal[MEHTOB
¢ FMF Ha ¢oHe KIIMHMYEeCKOl peMUCCUM, B TOM YHUCJIe M-
TEJIbHOI U CTOMKOM, BO3BMOXHO COXpaHEHUE MOBBIIIECHUS Ja-
6opaTOPHBIX MAapKEPOB BocIalieHus, BKtouas SAA. T1pu atom
YICIIO TAKMX MALMEHTOB MOXeT gocturath 30%, a 1o oToeb-
HBIM oLeHKaM — 70%.

B oTHoIeHnM pacrpocTpaHeHHOCTH aMUJIOUIO03a y Ta-
meHToB ¢ FMF MHeHusT aKcnepToB pasneamch. OKoJIo To-
JIOBUHBI 3KCIIEPTOB CUMTAIOT, YTO YaCTOTA Pa3BUTHS aMUJIO-
uno3a B Poccum cornacyercss ¢ MeXIyHapOIHBIMU JAaHHBIMU
1 cocTaBiisieT oKouio 10 20%, npyrue OTMETUIIN, YTO €r0 PacIipo-
CTPaHEHHOCTh CYIIECTBEHHO BbIIIE W MoOXeT mocturath 40%.
Crnenyer MOOYEpKHYTh, YTO PACIPOCTPAHEHHOCTh AMMJIOUIO-
3a y nauuveHToB ¢ FMF MoxeT ObITh CBSI3aHa ¢ TPUMEHEHUEM
KOJIXMILIMHA U TeHEeTUYEeCKUMM (haKTOpaMu, CIIOCOOCTBYIOIIM-
MM YBEJIMYEHUIO pUCKa amMuwionaosa. B 1ensx mpemoTspaiie-
HMS WY CHIDKEHMS PUCKA Pa3BUTUSI aMUJIOMI03a PEKOMEHIYIOT
HCTIOIBb30BaTh KOMITIEKCHBIN MOIXON, OCHOBHBIMU KOMITOHEH-
TaMHd KOTOPOTO SIBJISIIOTCSI TIOBBIIIEHUE TPUBEPXKEHHOCTU T1a-
LIMEHTOB K TepalMy KOJIXUIIMHOM, TINATEJIbHBII MOHUTOPUHT
3¢ HEKTUBHOCTH TTOABJICHUS BOCTIAJICHUSI.

CylIecTBEHHOE CHIDKCHME KauyecTBa KM3HU Ha (hoHe
FMF cBs13aHO ¢ pa3BUTHEM YacThIX MTPUCTYIIOB 3a00JIeBaHUS,
KOTOPBIE KCIEePThl OT™MeJatoT y 15—25% GonpHbIX. [Ipn aTOM
MePUOINIECKYIO OLICHKY HETPYIOCTIOCOOHOCTH ITPOBOISAT Y IMa-
LIMEHTOB MPU Pa3BUTUU PE3UCTEHTHOCTU K KOJIXUIIMHY WUJIU €TO
HemnepeHOCUMOCTH. PerynsipHas skcnepTvsa TpyaoCnocoOHO-
CTH HeOOXoarMa MallMeHTaM C BbIPaXKEHHBIM CYCTaBHBIM CUH-
JIPOMOM M 00JIbHBIM, KOoTOphie nony4dator TMBII.

Pa3paboTka KNMHUYECKUX PEKOMEHO LM
ansa nauyuentos ¢ FMF

IIpu obcyxnennn pekomeHmaimii EULAR (2016) skc-
MnepTbl OTMETWIM HX CONNIJACOBAHHOCTb W CTPYKTYpHMPOBAH-
HOCTb M PEKOMEHIOBAIM HX WCIOJb30BAaHWE B KayeCcTBE
OCHOBBI JIJI51 pPOCCUMCKUX KIIMHUYECKUX peKoMeHaauuit. [Tpusatom
MOITYepPKHYyTa HEOOXOMMMOCTh BHECEHMSI Psiia U3MEHEHMI U 10-
TIOJTHEHUM, COOTBETCTBYIOLLIMX POCCUMCKOW KIIMHUYECKOM TTpaK-
TUKE, OCHOBHBIMU U3 KOTOPBIX SIBJISIIOTCSl CJEMYIOIIME: TOMOJI-
HWTb peKOMeHIaMu nHGopMaliyeit o BapuaHTax teueHust FMF;
yKazaTb Ha HEOOXOAMMOCTb U KpUTepuM IuddepeHInaTbHOrO
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JIMarHO3a CJIMXOPATOYHBIM CHHIPOMOM JIPYTOM STHOJIOTHH, BKITIO-
yast oyaroBble MH(PEKLIMK; TTOIPOOHO OMUCATh MPOLIECC U TOAXO0-
Ibl K MOJIEKYJISIPHO-TEHETUYECKOMY TECTMPOBAHUIO; aJITOPUTM
BepubUKaIIMY AMarHO3a; KPUTEPUM TUATHOCTUKU (B YACTHOCTH,
Livneh u Yalnickaya); pusinue mytauuu MEVF Ha TedyeHue Apy-
rux AB3; onpenenuTs KpUTEpUU OUCIIAHCEPHOTO HAOIIOAEHUS
BpayaMU OIpeNeIeHHBIX CIIEHNATbHOCTE B 3aBUCHMOCTH OT (e-
HOTHIIA; yKa3aTh pelKkue T TTposieiaeHnit FMF; omicats mipo-
1ecc TepeBoa MaleHTa OT IETCKOTO PEBMATOJIOTa K B3pOCIOMY,
yKa3aB B TOM 4YHCJIE MEXaHU3MbI OOcCIieYeHUsT OOJbHBIX Tepa-
MHeEi; paCIIMPUTh pa3ie]l MOHUTOPUHTA 3a00JIeBaHUS, OTTOJTHUB
€ro TIepevyHeM JIAO0PATOPHBIX M MHCTPYMEHTATBHBIX MCCIIeIOBa-
HMIA C yKazaHHUEM WX TIepUOIUIHOCTH; 0003HAYMTH HEOOXOMM-
MOCTb IIPOBE/IEHUS TEHETUIECKOTO TECTUPOBAHMS 1 OIIEHKN SAA
B pamkax OMC.

I[To mHeHuo 3kcreproB, auarHoctnka FMF momxHa
CKJIQIBIBATBCS U3 OLIEHKUA CEMEMHOIO0 aHaMHEe3a, STHUYECKON
MPUHAIIEKHOCTH TIAallMeHTa, 00beMa J1abopaTOPHO-UHCTPY-
MEHTAJIBHBIX UCCJICIOBAHUI, BKIIIOYAsl TeHETUYECKOE TECTH-
poBaHMe, a TakKe T GepeHINAIBHOTO AUAarHo3a ¢ APYTUMKA
COCTOSTHUSIMHM, KOTOpPBIE CIIOCOOHBI NPUBOAUTH K Pa3BUTHIO
Juxopanku (Bkiawodasi tectupoBaHue Ha BUY). Ilpu stom
JI0 TIPOBEICHUST MOJIEKYJISIPHO-TEHETUIECKOTO MCCIIeIOBaHMS
BO3MOHO WCIIOJIb30BaHUE TYPEIIKMX KPWUTEPUEB IHMArHosa,
B Cllydae TOJIyYeHUS] MPOTUBOPEUYMBHIX TaHHBIX HEOOXOIUMO
MPUMEHSITh KpuTepur Livneh ¢ omHOBpeMeHHBIM pacIIMpeH-
eM noucka mytaiuii B rene MEVF. B ciiyyae BbISIBAEHMS reTe-
PO3UTOTHOI MyTallMK cJienyeT 0003HAYUTh MOTPEOHOCTD B KOH-
CyJbTallUM MEIUIIMHCKOIO TeHEeTUKA.

B anroputme Tepamuu IpernapaToM <«IE€pBON JTUHUN»
IOJDKEH CTaTh KOJXWIIMH C yKa3aHWeM pexXrMa I03MpoBa-
HUS, MOA00pa M03bI, AITOPUTMOB €€ KOPPEKTUPOBKU, OILICH-
KA 3(GGEKTUBHOCTA Tepalluv W BBISIBICHUS PE3UCTECHTHO-
cTH/HenepeHOCUMOCTH. [Ipy pe3rCTeHTHOCTH K KOJXUILIMHY
11eJIeco00pa3HO B KAYeCTBE «BTOPOU JIMHWM» TTPUMEHSThH Ka-
HaKWHyMab, malMeHTaM ¢ rmopaxkeHueM cyctaBoB — udGHO-a.

Jns oueHku 3¢h¢EeKTUBHOCTU Tepanuu HeoO0XOAUMO
copMyMpoBaTh KpUTePUH, OCHOBaHHbIE Ha CHUKEHUU Ya-
CTOTBI BOCHAJUTENbHBIX aTakK 0 UX TOJHOTO MCYE3HOBEHUS
WM OIHOTO-IBYX KPaTKOBPEMEHHBIX MPUCTYIIOB 3a 6—12 Me-
csIleB, Hapsiay ¢ HopManu3alueit KoHueHtpauuu CPb u, Be-
posaTHO, SAA. Takke 3KCIepThl yKa3aJiv Ha 11eJIecO00pa3HOCTh
HMCIIOJIb30BAaHMSI TPM OlleHKe Tepanuu uHaekcoB FMFE 50,
MmexayHapoaHoro cueta Tskectu FMF u AIDAL

[Tpu obcyxneHnn MecTa KaHaKMHyMa0a B IMPOEeKTe KITU-
HUYECKMX PEKOMEHIAIUI 3KCIIEPThl OTMETUJIN, YTO Ha3Haue-
HUe KaHaKMHyMa0a 11e1ecoo0pa3Ho Kak I10 3aperucTpUpOBaH-
HBIM MIOKa3aHMSIM, TaK U B PSIZIe MOTIOTHUTETbHBIX KITMHUYECKUX
CUTYaLINA:

* BKayeCTBE «BTOPOU TMHUW» TEPAITUU MTALIMEHTAM C pe-
3UCTEHTHOCTBIO K KOJIXMIIMHY UJIM €r0 HEMEPEHOCUMOCThIO;

* B KauecTBe <«IIEpBOM JWMHMUMW» Tepanuy MalyeHTaM
C MPOTEUHYPUE M PUCKOM Pa3BUTHsI/TIpY PA3BUTUM AMUJIOUIO-
3a, B ToM unciie ¢ XITH 1 npu moarotoBke K TpaHCIUIAHTALIVN;

* JIOTOJHUTEIbHBIMU TMOKA3aHUSIMU ISl TIPUMEHEHUS
KaHaKMHyMa0a MOTYT OBITh pa3BUTHE AECTPYKTUBHOTO apTpH-
Ta, TSDKEJIOe aTepOCKIIEPOTUYECKOE TTOPaKEHNE COCYIOB, XPO-
HUYecKasl aHeMUsl, CaXxapHbIii TMabeT, XpOHUYECKOe BocIalie-
HUE KUIIIEYHMKA.

MHunuBuayaqbHO HEOOXOOMMO pPacCMOTPETh 1IENIeCO0-
6pa3HOCTb Ha3HAYeHUsT KaHaKWMHyMmaba IMalMeHTaM C TepCH-
CTUPYIOIIMM CYOKIIMHUYECKUM BOCTIaJIeHHEeM Ha (hOHe TOCTH-
JKEHUS KIMHUYECKON PEMUCCUU.
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