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Pepnkoe couetaHue 6onesHun KpoHa (BK) u ce-
MenHON cpeanseMHomMopcKor nuxopaaku (CCJ1)
npeacTaBaseT cobom croXXHoe KoMopbraHoe co-
CTOAIHMe, XapaKTepu3yioLieecs CXOACTBOM VIMMY-
HOJNIOTMYECKNX OCOBEHHOCTEN NaToreHesa u Ku-
HUYECKMX MPOoABMIEHUIA. Ha KNMH1Yeckom npumepe
nokasaHbl TpygHOCTU fnddepeHumnanbHon gua-
FHOCTUKU, a TaKXe TepaneBTUYECKNe AUNEMMbI,
CBA3aHHble C HEOOXOAMMOCTbIO OfHOBPEMEHHOTO
KOHTPOJIA ABYX UMMYHOOMOCPEA0BaHHbIX 3a60-
JIeBaHUN.

OnucaHo KNMHMYecKoe HabnogeHne nayneHTa
MY>XCKOTO MoJjla apMAHCKON HaLMOHaNbHOCTY
C peunauBupyloulei abgoMmmHanbHon 6onblo,
XPOHNYECKOW Anapeen, Snn3ogammn guHammye-
CKOWN KMLWEeYHON HENPOXOAMMOCTU U noTepen
Beca. MNpu obcneposaHum B 39 neT BblABMEHDI
Npu3HaKy CUCTEMHOrO BOCMaNIeHUA: MOBbILLEHNE
CKOPOCTU OCefaHnA SpUTPOLNTOB A0 62 MM/,
C-peakTuBHOro 6enka fo 63 mr/n, pekanbHoOro
KanbnpoTekTuHa fo 1039 mkr/r. Mpn s3HROCKO-
nMyeckom ob6cefoBaHNN OBHapy>KeHbl A3Bbl
xenypka (0,7 X 0,5 cm), CTpMKTYpa noaB3foL-
HOWM KUWKWN (Hempoxoanmasa AnA aHAocCKona),
a TaKXe MHOXeCTBEeHHble A3Bbl TEPMUHab-
HOro oTAesia NoAB3JAOWHON KMWKKN (9 6annos
no SES-CD), ructonormyeckoe 3aksoueHne: XpoHU-
YeCKUI A3BEHHDbIV NNEUT C BbICOKOW aKTUBHOCTbIO.
Yepes rog no pesynbratam MoONIEKYNAPHO-TeHe-
TUYECKOro TECTUPOBAHMUA BblAB/IEH FOMO3MIOT-
HbIi MAaTOreHHbI BapmaHT reHa MEFV ¢.2177T>C
(p-Val726Ala), noaTBepkgatowmin Hanuune CCJ1
C COXpaHALWenca akTMBHOCTbIO (NOBbILWEHME
CbIBOPOTOYHOTO amunonga A fo 32,3 MKr/mn).
MauneHTy 6bin yCTaHOBNEH ANArHO3 CTPUKTYPU-
pytowen bK ¢ Taxenbim nporpeccupyowmm Te-
yeHrem (A2L1L4B2p) 1 KONXULMH-PE3UCTEHTHON
CCJ1. Mo nosopy BK naumeHT nocnepgoBatenbHO
nosnyyvan afanumymao, ynagaumuTuHmo, yCTeKuHy-
Mab C YaCTUYHBIM OTBETOM 1 MOCNEeAYyoLLen une-
oueKkanbHou pesekuyuent, no nosogy CCJ1 - kon-
XUUMH (6e3 3ddeKTa) N KaHaKMHYMab C MOMHbIM
KynupoBaHuem atak. Obcy>kaanocb, HO He 6b110
NPWHATO OKOHYaTeSIbHOE PeLIeHME O Ha3HaYeHU

[IBYX TapreTHbIX NpenapaToB Mo fiByM HO30J10T1-
AM. Ha MOMeHT HanncaHuA ctatbm (AHBapb 2025 1)
y MaumneHTa CoxpaHAeTCA SHAOCKONMYeCcKan ak-
TMBHOCTb BK 1 oTcyTcTBytoT atakm CCJ1 Ha doHe
Tepanumn ycTeKUHyMabom 1 KOSIXULUHOM.

Y nauymneHToB ¢ BK, ocobeHHO apMAHCKOMN 3T-
HUYECKON MPUHALNIEXHOCTU, C HETUMNYHbBIMY
abJoMUHaNbHbBIMK 6ONAMM U NMPU PE3UCTEHT-
HOCTW K Tepanuu Heobxoanmo ncknoyatb CCJI.
MonekynapHo-reHeT4Yeckoe TeCTpoBaHMe Ha My-
Tauun reHa MEFV 0on»Ho 6biTb BKJ/TIIOYEHO B anro-
puT™M 06cneloBaHMA, Tak Kak UX Hanlmuue cregyet
paccmaTpuBaTh Kak pakTop, MoguduLmpyoLwmnii Te-
yeHue bK 1 accounrpoBaHHbIli € TAXKeCTbio 3aborne-
BaHUSA U BbICOKUM PYCKOM Pa3BUTUA OCIIOKHEHWN.
Mpenapatbl, 3¢pdekTrBHbIe Npy CCJ1 (kaHakMHYMab),
MOTYT He KOHTPONMpOBaTb NPOrpeccupoBaHue
BK, a Tepanus, HanpasneHHas Ha BK (agannmymab,
yCTEKNHYMab), He Bcerga Kynvupyet nposaBneHua
CCJ1. OTKpbITBIM OCTaeTCA BONPOC 0 6€30MacHOCT
1N 30 PEKTUBHOCTN KOMOMHALMN BUONOTMYECKNX
npenapaTo.. [laHHOe HabloAeHe NogYepKMBaeT
HeobX0AMMOCTb MEXAUCLMMIMHAPHONO NOAX0Aa,
Pa3paboTKM YUETKUX KPUTEPUEB OLIEHKM aKTUBHOCTY
CoYeTaHHOW MaToNornu, fanbHeNWmnX NccneaoBa-
HMI MO ONTVMM3aLMM Tepanmmn NOJOOHbIX CTyYaeB.
KnioueBble cnoBa: cemeliHas cpear3eMHOMOPCKas
nuxopapka, MEFV, 6one3Hb KpoHa, pe3ancTeHTHOCTb
K KONXMLUUHY, yNagauuTuHMG, KaHakuHymab, ycre-
KUHYMab
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onesub Kpona (BK) - xpoHndeckoe Bocma-

JINTeIbHOE 3a00/IeBaHIE KTy LOTHO-KIUIIIeY-

Horo TpakTa (OKKT), xapakrepusymoieecs

PeUVINBUPYIOLWIVIM TeYeHNEM, IPOrPeccu-
PYIOLIMM IOpaXKeHMeM KUIIEYHOI CTEHKY U PUCKOM
TsAKenbIX ocnoxxHenuii [1]. B ocnose marorenesa bK
JISKUT CTIOKHOE B3aVIMOJEIICTBIE TeHeTU9eCKIX (ak-
TOPOB, HAPYLIEHUII UMMYHHOTO OTBeTa U JUCOMO-
3a KMIIeYHNKa. K/II04eByo ponb UTPaloT MyTalun
B IeHaX, PeTyIMpPYyIOMNX BPOXK/IeHHDBIN MIMMYHUTET
(NOD2 /| CARDI5), ayrodaruto (ATGI6LI) u Bocrianmu-
TenbHbIe Iponecchl (NLRP3, IL23R) [2]. Psip aBTOpOB
oTHOCUT BK K NONMNMTeHHBIM ayTOBOCHA/INTE/IbHBIM
3a60/IeBaHNUAM, IPU KOTOPBIX HapyluaeTcs paboTa
MH(TAMMaCcOMbI 1 yCUIMBACTCS peaKLMsl Ha KUIIed-
HYI0 MUKpo6moTYy [2, 3].

CeMeliHasA Cpefu3eMHOMOpPCKasd NUXOpagKa
(CCJI) - ayroBocmanuTenabHOe 3ab0eBaHMe, KO-
Topoe, B oTnune oT bK, ABIdgeTCA MOHOTeHHBIM
U CBAA3aHO ¢ MyTauusaMu B rene MEFV, kogupyomem
6e/10K MUpPKH. TO MPUBOJUT K HEKOHTPOTUPYEMO-
MY BOCHAJICHNIO C 3NM30[4aMU INXOPaJKI, CepO3N-
ta ¥ aptputa [4]. CCJI MMeeT 4eTKYI0 9THUYECKYIO
IPYHAJIEKHOCTD: TIABHbIe HOCUTEIN MATOTeHHBIX
BapuaHToB MEFV — TypKHu, apMsAHe, eBpey, a TaKxKe
KOpeHHbIe XuTeny cTpaH Cpeny3seMHOMOPCKOTO pe-
ruona (IOxwnasa EBpomna, CeBepras Adpuka, brokHuin
BocTtok, crpanbl 3akaBkasbs). B Poccun CCJI Hau-
60lee 4acTO BCTpedYaeTcsi Cpefy MpefcTaBUTeNelt
ApMSHCKOI 1 a3epOaiiKaHCKOI STHUYECKUX TPYIIIL
[5]. HecBoeBpemenHnas guarnoctuxa CCJI MmoxxeT npu-
BECTM K PAa3BUTUIO CCTEMHOTO aMIJION/I03a — OJTHOTO
U3 CaMbIX CEPbe3HBIX ¥ MO3JHIX OCIIOKHEHMII 3a607Te-
BaHIIS, KOTOPOE BO3HMKAET B Pe3y/IbTaTe OTIOKEeHMNI
HepacTBOPMMOTO Oe/Ka aMIUION/ia BO BHEK/IETOYHOM
MaTpUKCe TKaHell pa3IMYHbIX CUCTeM Y OPraHOB,
B JaCTHOCTM IOYEK, CEP/IeYHO-COCY/IUCTON ¥ HEPBHO
cucreM, nerkux, nedenu u JKKT [6].

IIpumeuarenbHo, uto renst MEFV u NOD2 /
CARDI5 nokanu3oBaHbl Ha OHOI xpoMocoMe (16pl13),
a ux 6eJIKOBBIe IIPONYKTDI IIPUHAIEKAT K OJHOMY
CeMeJICTBY 6e/IKOB U UTPAIOT POJIb B PETY/IALINY alloM-
TO3a, BBICBOOOXKIEHU I IUTOKMHOB ¥ BOCIIajieHuu [7].
Y manuenTos ¢ BK 4acTo BHIABIAIT monumMopdusm
reHa MEFV, 910 accounmnpoBaHo ¢ 6oyee TsKeNbIM
TedeHMeM 60/Ie3HM, BHEKMIIEYHBIMYU IPOSABICHUA-
MU 1 puckom amunouposa [8, 9]. Ilpucyrcraue aByx
HO30JIOTUI1 Y OJHOTO HallVieHTa MOXXeT CO3/1aBaTh
AVMATHOCTUYECKNe TPYJHOCTY BCIEHICTBUE CXOXKECTH
cumrnromos bK n CCJIL.

IIpepcraBnsdeM KIMHMYECKUIA CIydall MY>K4MHbI
apMAHCKOI HalyMoHanbHOCTHU ¢ coueTanmem CCJI
U CTpUKTypupyomeir popmbsl BK, cBuseTenbcTBy-
IOIMIT O BaXKHOCTU I€HeTNYECKOIO TeCTUPOBAHNUA
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U MEXIVICIUIIIMHAPHOTO TIOIX0/a Y AIIMEHTOB C CO-
YeTaHHOW ayTOMMMYHHOI M ayTOBOCHAANTENbHO
MIaTO/MOTEN.
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V3 anamHesa nanuedTa Y. usBectHo, uTo B 2012 I. (B BO3-
pacte 32 jieT) mocjie SMOLMOHATBHOTO CTPecca OH BIIEp-
Bble OTMETHI SMM30/bl AUCKOMPOPTA B AMUTACTPATbHOI
0071acTM M yYallleHHOTO >KMAKOro cTyna. B ambynarop-
HBIX YCTIOBUAX 00C/IefOBaICs y racTposHTeposora. ITo pe-
synbrataMm s3odaroractpopyopsenockonun (3ITC) BbI-
SABJIEHBI 9PO3UBHBIN JYOJeHNT, TOBEPXHOCTHBIN TaCTPUT
U TUIePIUIAaCTUYeCKUe 9PO3UM aHTPAJILHOTO OTHeNa XKe-
nynka. ITo ganubM uneokononockonuu (MKC) sapukcu-
PpOBaHBI MHOXKeCTBEHHBIE NPOJOTbHBIE SA3BbI CIM3UCTON
000/10YK VI TEPMIHA/IBHOTO OT/[e/Ia TO/|B3OMIHO KMIIKA,
B 0071aCTU MIEOIEKAPHOTO K/IallaHa — OTEK CIM3UCTOIM
U HECKO/IBKO 513B 1107 pubpuHOM. [Ipu rucronornyeckom
MCCIEIOBAHNY OMOINTATOB M3MEHEHHON CAMBYUCTOI BbI-
ABJIEH XPOHUYEeCKMI uient. 110 COBOKYIHOCTU JaHHBIX
ycraHosneH auarHo3 BK. IlanyeHT momyyan nmpemaparsr
MecajasuHa, KypChl aHTHOaKTepuanibHOI TePaIni, II0-
KOKOPTMKOCTEPOUIB BHYTPUBEHHO C TIEPeXOfOM Ha Iie-
popanbHblil ipueM. JledeHue criocob6CTBOBANIO BpeMeH-
HOMY YIY4YNIEHUIO CAMOYYBCTBUSA, OFHAKO COXPAHSATICA
JKUAKUI CTYT 10 2-3 pa3 B CYTKU U AUCKOM(OPT B Bepx-
Hell YacTU >KMBOTA.

B manpueiimem ¢ 2015 1. ¢ 9acToTOM 2-3 pasa B rof
BO3HMKA/IM 3MM30/bl AMHAMMUYECKOV KUIIEYHOM HEIpo-
XOMIMOCTY, pa3pelIayecs cCaMOIPO3BOIbHO, OJHAKO
IIUTeIbHOE BpeMsI IAL[YIeHT y TaCTPOIHTEPOIOra He HaOIIIo-
manca. B aBrycre 2019 r. abgomMuHanbHaA 601b U B3y THE
JKMBOTA YCUIMIIVCh, YMEHBIIVIJICS aIllIeTUT, YBeIMINIach
YacToTa e eKaluy o 5 pa3 B CyTKM € XKMAKMUM U Kalllulie-
06pa3HBIM CTY/IOM, IIPOM30IIIIa HEMOTUBMPOBAHHAS IIOTEPs
MaccChl Tejia 10 7 KT B Te4eHMe 2 MeCAIeB.

Ocenbio 2019 1. (B BospacTe 39 n1eT) marueHT o6paTui-
Cs B KaOMHET BOCHATUTENbHBIX 3a60/I€BaHMIT KUIIEYHY-
ka (B3K) ®TBOY BO «Ilepsriit Cankr-IleTepOyprexmit
TOCYAapCTBEHHBIN MeIULVHCKUI YHUBEPCUTET UMEHU
akajgemuka um. VI.II. IlanoBa» Munsppasa Poccun.
ITpu nmabopatopHOM 06C/IeOBaHNY BBISIBIEHO IIOBBI-
IIeHVe CKOPOCTY OCefaHNs 3PUTPOIUTOB 10 62 MM/I
(nopma (N) - 2-15 mm/4), C-peakrusHoro 6enka (CPB)
1o 63,01 mr/n (N < 5 mr/n), pexanbHOro KalbIpOTEKTU-
Ha (OK) go 1039 mkr/r (N < 50 Mxr/r). Pesynbrar STIC:
10 GOMDIIOI KPMBU3HE TeJla XKeMyAKa A3BeHHBII gedeKT
0,7 x 0,5 cM, ZHO s3BbI IOJ GUOPMHOM C HAJIETOM reMa-
THHA, Kpall yMepeHHO IIPUIIOAHATHIN. [McTonornyeckoe
UCCcIefoBaHMe OMONTaTa CIU3UCTON 0OO0TOUKIM XKeTyKa:
SMUTENN3UPYIOLIASICS OCTPast 9po3us QyHJATbHOTO OT/ENA
KeTy[Ka, XpOHMYeCKNil QyHITaTbHbIN TACTPUT CO CTTAObIM
BOCHAIUTENbHBIM KOMIIOHEHTOM, MUHUMA/TbHOI aKTUB-
HOCTbIO, 06ceMenenns Helicobacter pylori He BBISIBIIEHO.
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ITpu VIKC Hab1101a710Ch Cy>KeHMe IO/ B3/JOLIHO KK
(Ha 5 cM gucTanbHEE OayTVHNEBON 3aC/IOHKN), HEITPOXOJ -
Moe JIJI 9HA0CKOIIA IMaMeTpoM 12 MM, OTeK ¥ TuIepeMus
C/IM3UCTOI 060IOUKY TEPMIHATIBHOTO OTHE/A IO/ B3 01
HOVI KMIITKJ C yTONIIEHHBIMY BOPCUHAMN VI MHOYKECTBEH-
HBIMM CTMBHBIMY apTO3HO-I3BEHHBIMU JlepeKTaMy 110
¢ubpunoM, a TakKe feopManMA UIEOIeKaTbHOTO Kila-
nmaHa ¢ popMupoBaHMeM Ha IIOBEPXHOCTH I/IOCKUX SI3BEH-
HbIX gedexTos o 1,0-1,5 cm (9 6anmos mo SES-CD (aHri.
Simple Endoscopic Score for Crohn’s Disease — IIpocras
angockonuyeckas mkana BK)). IIpu rucronornveckom
UCCTIe[OBaHNM OOHAPY>KEH XPOHMYECKIUIT CerMeHTaPHbIN
9PO3UBHO-SI3BEHHBIN MIENT ¢ GOKATBHO BHIPAXKEHHBIM
BOCIIa/TVTeTbHBIM KOMIIOHEHTOM J1 BLICOKOJ aKTUBHOCTBIO,
TOJICTOKMIIIEYHON MeTalIa31eil SMUTeNsT; XPOHIYeCKMIt
CerMeHTapHbII 5pPO3MBHO-A3BEHHDIIT 6ayTMHUT C POKATIb-
HO BbIPa)KeHHBIM BOCIA/INTETbHBIM KOMIOHEHTOM U BBICO-
KOJi aKTMBHOCTBIO, PACIIPOCTPAHEHHOI BOCIIATUTETbHOM
MHOUIBTpaLMell B HOACIU3UCTOM C/I0e, 6e3 NPU3HAKOB
I'PaHY/IeMaTO3HOTO KOMIIOHEHTa; TIOBEPXHOCTHDIN KOMUT
C MMHVMMa/IbHBIM BOCIIa/INTEIbHBIM KOMIIOHEHTOM, 6e3
akTuBHOCTU. IT0 JAaHHBIM MarHUTHO-PE30HAHCHON 9H-
Teporpaduy BbIABICHBI IPU3HAKM CTPUKTYPUPYIOLLEi
dopmer BK ymepeHHOIt akTBHOCTH (110 KIacCupuUKanumn
J.Panes) ¢ mopa’>keH1eM JUCTATbHBIX IIeTe/Ib Y TEPMIHAIb-
HOTO OT/ie/Ia I0/iB3/J0IIHOI Kuiku (puc. 1).

ITo pesynbpTaTaM BBIIIOTHEHHOTO 00C/IELOBAHNUS HOf-
TBEPXX/ICHO NPEJTIONIOKEHNe O CTPUKTYpUpyIoLieit popme
BK ¢ TsKenbIM mporpeccupyomum TedyeneM. B cBAsy ¢ BbI-
COKOI1 K/IMHIYECKOI1, Tab0paTOPHOI 1 SH/[OCKOIIIIECKOIT
aKTUBHOCTbI0O BK NMpMHSTO pelreHye 06 MHULIMALIY ['€H-
HO-VMH)XEHePHOJI OMOJIOTYeCcKOoil Tepanyi C OCEYIOMUM
IJIAHOBBIM OIlIEPAaTUBHBIM BMEIIATeNbCTBOM, 1 14.11.2019
MHULMUPOBAHA Tepanusi MHIMOUTOPOM (aKTOpa HeKpo3sa
omyxonu a (PHO-a) aganumymabom (mpenapar Xymupa)
160-80 Mr MOAKOXKHO C KIMHIYECKUM 1 TabOPaTOPHBIM
oTBeTOM. Jlaree MalMeHT IOy Yasl MO /[ePKMBAOIIYIO Te-
pamnuio afanuMymab6om 40 Mr IOfKOXKHO 1 pas B 2 Hefenn.
JOCTUTHYTO KIVMHUYECKOE YTy dIIeHNe: IIPOLUIN 60/IH, CTY/T
CTaJ KalueoOpasHblil, 2-3 pasa B CyTKU. IIpy KOHTPO/Ib-
noit VIKC 23.01.2020 BbIsAB/IEHA TIOTIOKUTENbHAS TUHAMIKA
BOCHA/INTE/TbHBIX ISMEHEHUI C/IM3NUCTON C COXpaHEeHUEeM
CyOKOMIIEHCHPOBAHHOJ CTPUKTYPBI TEPMUHAILHOTO OT/ieNa
nozaB3pouIHoi Kumky (6 6amnos o SES-CD).

HecMOTpst Ha ITOZIOXKUTEIbHYIO KIMHIIECKYI0, Tabopa-
TOPHYIO ¥ 9H/IOCKOIMYECKYIO IUHAMUKY Ha OHE Teparumn
anam/[MyMa60M, IIOJIy 9aeMOi C cbeBpamI o uoHb 2020 .,
IIpMMeEpHO 2 pasa B Mecsl| Ha (poHe Iepeox/IaK/eHNUsA OT-
MeYa/TuCh SIU30/bI MPUCTYIIOB OCTPOI CIIACTUYECKOIT
60mu B XMBOTE C Mppajyaliell B CIMHY, He KyIMpyeMoit
MpYeMOM CHa3MONNTUKOB. B KOHTpONIBHBIX aHaNMM3ax
BO BpeMs IPUCTYIIOB PErMCTPUPOBATUCH HENTPODUIb-
HBIIT IeNKOIUTO3 (meiikouuTsl — 14,4 x 10°/1) u moBbiiie-
Hue CPB o 18,7 mr/n. [JaHHBIEe KIMHUKO-TA60paTOpHbIE

Puc. 1. MarHuTHO-pe3oHaHcHas sHTeporpadua (01.10.2019), T1-B3BeLeHHOE 1306paxeHve
nocse BHyTPUBEHHOIO KOHTPACTHOTO ycuneHns (ragobyTpon, 5 M), dpoHTanbHas npoekums:
A — acCVMMETPUUHOE YTONLEHVE CTEHKM B AUCTaNbHbBIX NETAAX MOAB3AOWHOW KULWKN

1 TEPMUHANbHOM OTAENE NOAB3AOLWHOM KULWKM (CMOLWHbIE CTPENKM), He3HaUUTENbHO
BblPaXXeHHasA COCYANCTan peakLma Gpbixerkn (MyHKTUPHasA CTpenka); b — npecteHoTnyeckoe
paclumpeHyie NoAB3AOLIHON KULWKK Nepes MeCToM NOpPaXKeHWA (OTKPbITas CTpernka)

[IPOsIB/IEHN ], @ TaK)Ke GaKT apMAHCKOI STHUYECKOIT IIpu-
Ha/IIeKHOCTY MAIVIeHTa 3aCTaBI/IN 3a[yMaThCs O HAMNINN
y Hero CCJI. BbInosHeHO MONIEKYIAPHO-TeHEeTHYeCKoe Te-
CTUpOBaHME Ha onpeenenue myrauuii rena MEFV, o pe-
3y/bTaTaM KOTOPOTO BBIABJIEH ITATOT€HHBII TOMO3UTOTHBI
regorut ¢.2177T>C; p.Val726Ala. B urone 2020 r. manueHT
KOHCYNBbTUPOBaH peBMaronorom. IlogTeepyx/ieH fuaruos
CCJI ¢ TUNIVYHBIMY HEIIOTHBIMM aTaKaMI, COOTBETCTBYIO-
mumu I penoruny sabonesanns [10], HasHayeHa Tepanus
konxuuyHoM 1,0-1,5 mr B cyTkn. OfHaKo Ha (1)01-16 IIOCTO-
SAHHOTO IIpyYieMa Iperapara IpUCTYIbl abJOMUHATbHON
60711 COXPAHS/IUCE.

K cents6pio 2020 r. manyeHT Ha4am OTMEYATh MOCTe-
TIeHHOe yXy/IIeHe CAMOYYBCTBYA B BUJIe BO3BPAIEHIA
pasnuToi abJOMMHANIBHOI 60K, B TOM YMC/Ie B HOYHOE
BpeM, U yBeTMIEeHN A KPAaTHOCTY CTYJIA JI0 6 pa3 B CYTKIL.
IIpu aTom aTaku CCJI coXpaHANNUCH C MPeXKHeN 4acTo-
TOJ. B cBA3M ¢ XOpolIeil NPUBEPKEHHOCTDIO U IIEPEHO-
CHUMOCTBIO T€palny J03a KOIXMUIMHA Obl/Ia yBenndeHa
10 3,0 MT B CyTKH, HO 6e3 addexTa. Bo Bpems ouepennoit
MHDBEKLUY afanuMymaba (23-e BBefjeHME) BBIIIOTHEHO
ucce0oBaHyMe OCTATOYHOI KOHIEHTPAaIiuy Mpenapara
B KpOBM — 2,6 MKI/MJI (HM3KVIe 3HAY€H ), BBUY 4€T0 103a
ajanuMyMaba 6pi1a yBenndeHna fo 80 Mr 1 pas B 2 Hefenu
IIOIKOXKHO, TaK)Ke 0e3 yrydlueHus. B cBA3M ¢ OTCyTCTBU-
eM addexra oT mpoBopMMOIL Tepanuyu (noBsierne CPB,
COXpaHeHMe IPUCTYIOB 6O/IM B )KMBOTE) MALMEHT OBIT
MTOBTOPHO KOHCY/IBTUPOBAH PEeBMATOIOTOM, IIPUHATO pe-
IIeHIe O Ha3HAaUeHU Y TeHHO-MHXKeHePHOIT 6110/I0rnIecKoit
Tepanuy 6I0KATOPOM MHTep/IeiKMHA-1 KaHAKMHYyMaboM
(mpenapar Vnapuc).

[aHuy E.I, [lasbidos [].A., KysHeuoga [].A., fopbayesa 1.1, Cudoperko [.B., Jlanur C.B, Hazapos B./]., lesamkura EA, llykuHa O.b. 2 1 9
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Puc. 2. SHtepockonua ot 08.04.2022: MHOXeCTBEHHble
cnviBatoLMecs 3po3nu 1 A3Bbl Nof GUOPUHOM (CroLHas CTpenka),
YUYaCTKM runepemmm CimsmncTon 060N0UKY B TEPMUHANIBHOM OTAeNe
NOAB3AOLIHON KMLWKYM (MyHKTUPHbIE CTPENKM)

B navasne ¢espana 2021 r. repanus aganuMymadom
6bl1a oT™MeHeHa, 17.02.2021 nHUIMUPOBaHA TepaNNs Ka-
HakMHyMabom 150 Mr 1 pa3 B 4 Hefie/IM MOZKOXHO U CHU-
>KeHa J103a KONXMIMHA 1o 1,5 Mr B cyTku. Ha aToM done
MaIMeHT OTMeTH I osHoe npekpamenne arak CCJL. ITocre
OTMEHBI afjaiuMyMaba Jepe3 HeCKOIbKO MeCAIleB CTaln
peUMAMBMPOBATD 3MU30/bI AMHAMUYECKON KUIIEUHOM
HenpoxofauMocTu. [lanueHT OTKaspIBaNICA OT IpOBeie-
HUSA XMPYPIUYECKOTO JIEYEHNA U B TeYeHMe MOCIeyIo-
VX 2 JIeT IPOJ0/Ka HabTI0AAThCA y TaCTPOSHTEPOIIOTA.
ITepuopndecku Ha GoHe 601EBOro CMHAPOMA B aHANIU3AX
oTMeyvanoch noseimenne CPB. Ilomyyan xypcamu MeTpo-
HIUJA30]1, IPEJHN30/I0H BHYTPUBEHHO, C BDEMEHHBIM I10-
noxuTtenbHbIM addextom. IIpogomKamach Tak>Ke Tepamis

N il

Puc. 3. ®oTo onepaunoHHoro mMatepuana. [penapat TOHKOM
KWLKM CO CTPUKTYPamMu 1 GeHOMEHOM «MON3YUNI XK1p»
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KaHaKMHYMaboM 1 pas B 4 Hefle/IM C MOTHBIM KOHTPO/IEM
atak CCJI. B anmpene 2022 r. BBITIONTHEHA 9HTEPOCKOMNA,
BBLISABJIEHDI €IVIHMYHbIE 9PO3UIM NPOKCUMAILHOTO OT/e-
71a TIOAB3MOUIHON KMIIKM, MHOKECTBEHHbBIE SI3BbI Tep-
MMHAJIbHOTO OT/le/1a HOAB3/JOUTHOI KUIIKM, CTPUKTYpa
MIeolleKanbHOro KaamaHa (puc. 2). [TanueHT cornmacumics
Ha ONepaTMBHOE BMEIIaTeNbCTBO.

B ycnoBusax xupyprudeckoro orgenenus CII6IBY3
«Topoxpckasa KknuHnM4eckasa 6onpHuna Ne 31» 02.03.2023
MalMeHTy BBIIIOIHEHA pe3eKuus cienoi Kkumky, 100 cm
OAB3IOIIHON KMIIKY ¢ pOpMIPOBaHMEM MIeOaCLieH0aHa-
CTOMO3a I10 IOBOJLY MHO>KECTBEHHBIX CTPUKTYP IIOJB3/OIL-
Hoit kuuiku (puc. 3). IlocnenHee BBefeHe KaHAKIHYyMaba
BhITONTHEHO 10.03.2024.

B pamkaX nmpoduIaKTUKM IOCIEONePaI[IOHHOTO
penmauBa u KoHTposnsA npuctynos CCJI mo coBmecTHO-
MY C peBMaToj10rom pemtennio 17.03.2023 HasHaueH npu-
eM CeJIeKTMBHOTO MHIMOUTOPA SIHYC-KMHA3bl 1-r0 THUIa
(JAK-1) ynaganutunu6a (npemapar PanBak) 30 MI B CyTKH.
Ha ¢done Tepannu oTMedeHa OMTOXKNUTEIbHAS INHAMMKA
B BIJIe HOpMa/IM3aluy CTyaa U Habopa Beca. IIpucrynos
CCIJI He 6b110. B KOHTPO/IPHBIX aHATNM3aX IPU3HAKOB CH-
CTEMHOJ BOCHAIUTENbHOM aKTUBHOCTYU U JIEMKOI[MTO3a
He HabII0anoch.

B xoHnue nioHs 2023 r. Ha ¢poHe NPOJOIKAIOILEICS
Tepanuyu ynaganutuau6oM 30 MI BO3HMK IOCTIEOIe-
panuonusiit peuupus BK (mocmabmenne n yvamenune
cryna, nmossnenne nornusoctu, CPb - 11,1 mr/m, OK -
549 Mxr/r). ITo faHHBIM BUEOKAIICYTbHOI 9H/JOCKOINIL:
adTO3HO-A3BEeHHOE ITOpa’KeH Ve TPOKCHMaTbHBIX OT/Ie/IOB
TOIEil KMIIKY IO 30HBI aHACTOMO34, A3BEHHOE OPaXkKeH1e
30HBI HeomeyMa. B cBsa3u ¢ HeahPeKTUBHOCTDIO MHIMOU-
topa JAK-1 B paMmKkax npoduIakTUKI [OC/Ie0nepalOH-
HOro penuausa 26.07.2023 MHUIMMPOBAHA T€PATINA MHIU-
OUTOpPOM MHTepIeliKIHa-12/23 ycTekMHyMaboM (rpemapar
Crenapa), ¢ IepexofjoM Ha IO/ /IePKUBAOIYI0 TepaIIo
1mo 90 mMr Kaxkjble 8 Hele/lb IOAKOXHO, C YAy4YlleHueM
CaMOYyBCTBUA.

B okTs6pe 2023 I. B paMKax OLIEHKM) YPOBH:A CUCTEMHOTO
¥ KMIIIeYHOTO BOCIIATIMTENLHOIO OTBETA I Ma/IbabCcopOIn
JKeTIYHBIX KICTIOT BBITIOJTHEHO OIpefie/ieHne COfepKaHus
QK - 287,69 MKI/T, CBIBOPOTOYHOTO aMUION/ia A B KpO-
B — 19,2 mr/m (N < 10 Mr/mi1), XeTYHBIX KICTIOT B CTYIIE —
105,25 MxMonb/T (N < 7,0 MKMOJIB/T) 1 MOHHOTO Aeduinra
B cryne — 1o 25,36 MOcmonb/kr (N = 50-125 mOcmonn/
Kr). IToly4eHHbBIe pe3y/IbTaThl YKa3bIBAIOT HA yMePEHHBII
BOCIA/INTENbHBII IPOIeCC B KUIIEYHNKE, PUCK PA3BUTHUA
BTOPUYHOTO aMMJION/03a 11 BBIPA)KEHHYIO Maibabcopo-
LU0 SKeTYHBIX KUCTIOT IIOCTIe IePeHeCeHHOI MeoleKalb-
HOJI pe3eKIuN. B 11e/1aX reHeTHIeCKOTO MOATBEPKAeHA
CCJI, uckno4eHns JpyruX MOHOTEHHbBIX ayTOBOCIAIN-
Te/bHBIX 3a00/IEBAHNIT M OOHAPY)KEHNA JOIIONMHUTENbHBIX
MOIMQUUNPYIOIUX TeHeTHYeCKUX PaKTOPOB, aCCOIN-
MpoBaHHBIX ¢ BK, BHINIOTHEHO MOTIEKY/IAPHO-T€HETYeCKoe

KnuHnuyeckme HabnoaeHuns
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TeCTUPOBaHMe C UCIIOIb30BAHIEM ITaHE/IU TeHOB IIPY ayTO-
BocmanuTenbHbix 3abonesanuax (MEFV, MVK, TNFRSFIA,
NLRP3, NOD2, LPIN2, PLCG2, PSTPIPI, ILIRN, ILIORA
n ILI0RB) c nomoupio MeToga NGS (aHr. next generation
sequencing — ceKBeHMpOBaHNUe CJIAYIOIIETO OKOTEH).
ITopTBep>X[eH MaTOTeHHBII TOMO3UTOTHBII BapMaHT
¢.2177T>C; p.Val726Ala rena MEFV. Ilpu 3TOM B ipyrux
MCCTIeJlOBAHHBIX TeHaX IIATOTCHHBIX U BEPOATHO IIaTOT€H-
HBIX BAPMAHTOB He 0OHApPYXeHO.

B suBape 2024 r. 3auKCUpPOBAaHO HapacTaHue 1abo-
patopHoit akTuBHOCTU 3ab6oneBanus: OK - 681,9 MKr/r,
CPB - 16,6 mMr/n (N < 5,0 mr/n). ITo pesynbTaTaM Kancyib-
Hoit sugockonun 04.03.2024: BK; sHmockommyeckas ak-
TUBHOCTD; PacIIpOCTpaHEeHHOE ITOPaKeHNe: XKeMYLOK, fiBe-
HaJIlaTUIIePCTHAS KMIIKA, TOILIasd, IIOAB3IOUIHAA KUIIKa
(HeomeyMm), ToNICTasA KUIIKA; HONOKUTEIbHAS IMHAMUKA
(yMeHblIeHMe pa3Mepa A3B) B CPAaBHEHNN C IIPEIbIAYIIUM
UCCTIeIOBAHMEM.

B cBAA3M ¢ IpM3HAKaMM IOTEPY OTBETA Ha YCTEKMHYMab
[IpOBefieHa OITHMU3ALNS TePAIINI B BUJE COKPAILeHIS MH-
TepBaJia BBeJIeHNA IIperapaTa 10 4 Hefle/b, C HOJIOKUTe/b-
HOJI 1a60paTOPHOI AMHAMMIKOIL. B HacTos1ee BpeMs mpo-
TO/DKAETCA MOJ/IepXKUBAOLIAs TePAaNNs YCTEKMHYMaboM
(90 Mr IO KOXKHO KaXk/ble 4 Hefienn), HO 6€e3 MOCTUXKEHU S
sHpiockonnyeckoit pemuccuu BK. Ilpu sTom orcyTcTBy-
1ot ataky CCJI, malMeHT IpoRo/KaeT MpueM KOIXUIIMHA
3,0 Mr/cyT. OfHaKO 1a60PATOPHO COXPAHIETCS AKTUBHOCTD
CCJI: xkanppoTtekTyH (S100 A8/A9) B kpoBy — 14,98 MKT/MIT
(N <2,9 MKI/M11), CBIBOPOTOYHBIIT aMUIon A — 32,3 MKT/MJT
(N <10 mr/mm). O6¢y>xaa10ch, HO He OBbIIO IIPUHATO pellie-
HHe O Ha3Ha4YeHUN ABYX TAPreTHDIX MIPEIapaToB [0 ABYM
HO3070TUAM. [TanMeHT HaXOXUTCA TOJ AUHAMUYECKUM
Hab/MTIofleHIeM FaCTPOIHTEPOJIOra I PeBMATONIOra, BefleT-
cs1 00CyX/IeHMe TaKTVKY, B TOM YJC/Ie PacCMaTpPUBAIOTCA
aJIbTepHATUBHbBIE TePAIEBTUYECKIE TOXO/bL.

O6¢cyxpgeHne

B npuBeneHHOM KIMHUYECKOM HAOMIOAEHNN OIICa-
HO penkoe codetanue bK ¢ mozguum ne6rorom CCIL.
O6a 3abonmeBaHMs MMEOT oOLIMe KIMHUYECKIE
U OMIONIOTMYeCKIe XapaKTepPUCTUKU: 60/Ib B XKUBOTE,
myapes, TMX0PaJKa, apTpairusa, XpoOHUIecKoe pelu-
IVBUpYIOLlee TedeHNe ¥ BOCIIAIUTEIbHBIN Xapak-
Tep MOpa>keHM s, CBA3AHHBIN ¢ HEUTPODIMIBLHOM MH-
¢bumbTpaneil B MeCTe IIOBPEXIEHNSI I HAPYIIEHIEM
perynanuy armonTosa [11]. Hammune naToreHHBIX Ba-
puanToB TeHa MEFV MHOTMMM MCCIeOBaTENAMUI
IpeJ/IOKEHO pacCMaTpUBaTh B KayeCTBE JIOIIO/HMI-
TEJIPHOTO Heb/IarompusaTHOrO (GakTopa, OKas3bIBalo-
mero MopuduUIVpyoliee BO3JECTBYME Ha TedeHUe
B3K [7, 12, 13]. IIpu aToM, y4nThIBasi STHUIECKMUIT
xapakTtep pacrnpoctpaHeHHocTr CCJI, y manneHTOB
¢ B3K B apMAHCKOI MONyMALMUM PEKOMEHAyeTcA
BBINIOJTHEHNE T€HeTUYeCKOro Tectuposanusa MEFV,

0Cc00eHHO B cay4asax arunnvyHoro redenus B3K, pe-
3MCTEHTHOTO K TPaJUIIIOHHOMY JIe4eHMIO, 1 Hefn-
¢depenmposanHoro xonura [13].

BbIABIEHHBIIT y HALIETO ITALIM€HTa TaTOT€HHbII T0-
MO3UTOTHBI BapuaHT ¢.2177T>C; p.Val726Ala B rene
MEFV aBnsierca OfHUM U3 TPeX T€HOTUIIOB, CBsA3aH-
HbIX ¢ no3gHuM gedroroMm CCIIL. ITospuee nayano CCJI
10 CpaBHEHUIO ¢ Jeb60TOM B BospacTe 1o 40 et ac-
COIMMPOBAHO ¢ 6oree merkuM GpeHOTUIOM 3a607eBa-
HMA, XapaKTepU3yIOIMMCA 3HAYUTETbHO MeHbIIel
YaCTOTOI TMXOPAAKY, KOXKHBIX IIPOSIB/IEHNIT 1 60s1eit
B rpynu [14].

BmecTe ¢ TeM IpeACTaBIAIOT MHTEpeC TaHHBIE
0 TaK Ha3bIBaeMOM SHTEPOKOJINUTE, aCCOLUNPO-
BaHHOM Cc reHoM MEFV, KOTOpbII KIMHNYECKH
u sHpockonuyecku umutupyer B3K u oTrBevaer
Ha Tepanuio konxunuHoM. [TokasaHo, 4To mces-
LOIONMMII030II000HbIe U MPaBOCTOPOHHUE IO-
Pa’KeHMs CIM3UCTON 06OIOYKM TOJICTON KUIIKM,
moj06HbIe TAKOBBIM IIPU S3BEHHOM KOJNTE, C BO-
BIeYEHMeM MPAMOJ KMIIKY MOTYT ObITh IIpU3HA-
KaMmn sHjocKonmueckoi kapTunsl CCJI ¢ aHTepo-
konmutoMm [15]. B uccnemoBanusx T.Kitade n coaBT.
[16] m A.Demir u coast. [17] sHgOCKOTIMYECKAA
KapTuHa nopaxeHnA ToHKoM kymky mpu CCJI xa-
pakTepusoBanach MOKpacHeHMeM, Hann4dueM adr,
3po3uit u s13B. BoBnedyeHNe TepMIHAIBHOTO OTAEIA
IIO/iB3OLIHOM KMIIKM ONMMCAHO y AMOHCKUX [18]
n typenxux nmanyenTos ¢ CCJI [19]. Kpome Toro, He-
CMOTPSI Ha pacTyliee YMC/I0 3aperucTpyupOBaHHBIX
c/y4yaeB, KIMHMUYECKUE U 9H/IOCKONMYeCKe Ipu-
3HAKJ 9HTEPOKOJINTA, CBA3aHHOTO C MTaTOreHHBIMU
BapuaHTamy resa MEFV, ocTaloTcsa HEACHBIMMU.
B onmcaHHOM HaMV KJIMHUYECKOM HaOTIOEHUI MbI
MOYKeM FOBOPUTH 0 ABYX 3aboneBanusx — BK u CCJI
C MO3AHUM 1eOITOM, TaK KaK MOMIUMO 313008
OCTPOTO >XMBOTa C HEKOTOPOII 3a/jep>KKOIl CTya,
tunuuHbx gnsa CCJI, KInHn4Yeckas KapTHHA Xa-
pakTepu3oBatach XpOHMYECKOIN Auapeer u abmomu-
Ha/IbHOI 6O/IBIO, TepraHaIbHBIMI IPOSBIECHUSMI,
a pacIIpOCTpaHEHHOE TPAaHCMYPaIbHOE MOPakKeHe
KUIIeYHNKA B UTOTe IIPUBENIO K CTPUKTYPUPYIOI UM
OCJIOKHEHMAM 00JIe3HM, HOTPe6OBaBIINM XUPYP-
IrMYeCKOro BMellaTenbCTBa. B monb3y coyeTaHms
3a60/1eBaHNII CBU/IETE/IbCTBYET Pa3HOHAIIPAB/IEH-
HbII 9 deKT TepaleBTUIECKOTO BMEIIAaTeNbCTBA:
TaK, B JAHHOM C/Iy4ae Tepamns KaHaKMHyMabom
OKa3anach BbICOKO3()(PEeKTUBHBIM CPENCTBOM IIO-
nasneHuA atak CCJI, Ho He MpuBOAMIIA K 3aMefIe-
HUIO IIPOTPECCUPOBAHNA MOPaXKeHN I KMIIeYHKA
B pamkax bK.

XpoHMYECKOe TeYeHUe aKTMBHOTO BOCIAJIN-
TeIbHOTO MpoIlecca ¢ MOBbILUIEHNEM COJepKaHU A
CBIBOPOTOYHOTO aMUIOUAa A B KPOBM ITalleHTa

[aHuy E.I, [lageioos [J].A., KysHeyosa [].A., Topbayesa /LI, Cudoperko [.B, Jlanur C.B., Hasapos B.J., [esamkuHa E.A., LLykuHa O.b. 22 ]
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IPUBOIKT K PasBUTUIO BTOPMYHOTO A A-aMMUTIONTI03a.
KuIreqHbIlT aMIIONI03 MOXKET IPOSBIATHCA OOJIbIO
B )KMBOTE, KMIIEYHON HEIPOXOJMMOCTEIO, CUHJPO-
MOM MajbabcopOIum, TIXKeIOol fuapeeil 1 MHTe-
CTUHAJIBHOI IICEBOOOCTPYKIIMEll, peske — MMeThb
6eccumnToMHoe TedeHue [20]. YBenuueHne comep-
JKQHMA KeTYHBIX KMCIOT B CTYJ/Ie NaljMeHTa yKa3bl-
BaeT Ha HapYyIIeHNe UX BCACBIBAHILA, 00YC/IOBIEHHOE
pesexnelt NPOTAXEHHOTO y4acTKa IIOAB3JOUIHOI
KMIIKM, 9YTO KIMHUYIECKM IIPOABIAETCA XOIOT€HHOI
nuapeei [21].

CoueTaHue MHMBU/YATbHBIX CTPATET NI ede-
HIA — ocHoBomnosnaratomuit mogxop npu bK n CCJL
IToxasaHo, uto TsxecTb bK yBenmumusaerca mpu
Ha/IMYNY TaTOTeHHBIX Bapuautos rewa MEFV u, 60-
jiee TOTO, MICTIO/Ib30BaHMe TPaAVIIMIOHHBIX METO/IOB
nedeHns (He TeHHO-MHXKEHEePHOI 6MOMOrnYecKoit
Tepalny) He II03BOJIAET JOCTUYDb KJIMHIUYECKOI pe-
muccui [7]. B HekoTOpbIX cnydasx akTuBHOCTb B3K
y MalMeHTa ¢ HaJu4dMeM IaTOTeHHBIX BapMaHTOB
B reHe M EFV He MOI7Ia KOHTPONIMPOBATbCA IO HaYana
JledeHnst Konxuimaom [15, 22].

Benenne CCJI n B3K y ogHOrO nmanmeHTa conps-
JKEHO C HeOOXOAMMOCTHI0 KOMIIIEKCHOTO IIOfIX0/a
¢ yueToM 6€30IIaCHOCTM Ha3HAYaeMOIl Tepaluiu.
KonxmumH ucnonbsyercs B IepBOJ TMHUY Tepaluu
CCJI 1 B GO/MBIIMHCTBE CTy4YaeB MO3BOAET HOCTUT-
HYTb IIOJTHOTO KJIMHWYECKOTO 11 Tab0paTOPHOTO OT-
BeTa. KonxunmH-pesnucrentoe TeueHne CCJI Ha-
6mropaercsa B 5-10% ciaydyaeB. OfHaKo IpU XOpOLLIeit
[IepeHOCUMOCTH TaHHBIN IperapaT peKOMeHIyeTcsA
HasHauaTh BceM manuenTaM ¢ CCJI, Tak Kak oH 06/1a-
IaeT foKa3aHHOI 9 HeKTMBHOCTHIO B TPOdUIaKTIKe
cucremHoro A A-ammnonposa [23]. VIsBecTHO, 4TO KOJI-
XMIMH HepefIKO acCOLMMPOBAH C JKeTy0YHO-KNIIIey-
HOJI TOKCMYHOCTBIO (TOLIHOTA, PBOTA, inapes u 601b
B KMBOTe), YTO MOXKET OC/IOKHUTD BefleHNe MaljeHTa
¢ B3K [24].

Nurnburoper PHO-a, BKII09as afjamiMyMa0, -
poxo npuMensawTca B Tepanuy B3K. CormacHo knn-
HndyeckuM pekomenarusm EULAR (anrr. European
League Against Rheumatism — EBpomnesickas antupes-
MaTudeckas jaura) (2016), mpemapaTsl 3TOTO Kaacca
MOTyT KoHTponuposaTh arakyu CCJI BIIOTH 10 fo-
CTVKEHNA TIOTHON PeMMCCUN Y TTAIIVIEHTOB C pe3u-
CTEHTHOCTBIO K KONXMINHY [25]. CTOUT OTMETUTD, YTO
KO/IMYeCTBO MCCTIefJOBaHMIA, IOCBSAICHHbIX M3y YeHUIO
nuruburopos ®HO-a npu CCJI, orpanndeHo, n 6071b-
IIMHCTBO aHHbIX IIOTYy4€HO 13 ONMCAHNA OT/eTbHBIX
KJIMHUYeCKUX CTy4aeB MIYM HeOONbINX o0cepBaLy-
OHHBIX UCCIENOBaHMI [26].

Hecmorpst Ha To uto naruburopst PHO-a mpo-
IeMOHCTpUpPOBanu 3PpPeKTUBHOCTD Y HAI[MEHTOB
¢ CCJI, nokasarenpHast 6asa 1o HUM MeHee 00 pHa
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IO CPaBHEHMUIO C IIperapaTaMy, TApreTHO BO3/ell-
CTBYIOLIMMM Ha MHTep/IeilKiH-1P, KoTopble MoKa-
3bIBAIOT 60OJIee CTAOM/IbHBIE PE3YNIbTAThI B TePAINU
CCIJI. CornmacHO JaHHBIM PaH/IOMU3MPOBAHHOIO
IBOJHOIO CJIENOro IIaleb0-KOHTPOIUPYEeMOTO
uccnegosanus 111 paser CLUSTER, knnaMYecKmit
OTBeT Ha KaHaKMHyMab K 16-71 Hefesle Habmo0xaN-
€Ay 61% manyeHToB 10 CPaBHEHMIO C 6% B TpyIIe
mnane6o (p < 0,001). [Ipu aTom pemuccus 3a60-
neBaHus (ompepenseMas KaK 3HaUeHMe MHIEKcCa
AKTMBHOCTY ayTOBOCIIA/INTETbHBIX 3a00IeBaHMIT
< 10) 6pI1a gocTUrHyTa y 52% manueHTtos [27].
PesynbraThl HEPAaHIOMMUSUPOBAHHBIX 1 00CepBa-
[MOHHBIX MCC/IeJOBAHNIT TaK)XXe MO TBEPXK/JAI0T
BBICOKYI0 3(pdeKTUBHOCTD KaHAKMHyMaba mpu
CCIJI [28]. Ha ocHOBaHMM 9TMX HaHHBIX Ipelapar
PeKOMeH/IOBAaH B KaueCTBe Tepaluy BTOPOIL K-
HIUM IIPU KOJIXULVMH-pe3ucTeHTHHIX ¢popmax CCJI,
YTO M OIpefennIo Halll BbIOOp mociie Headdek-
TUBHOCTU afjatuMyMaba. Tem He MeHee Ha (oHe
oocTy>XKeHnsA KoHTponAa Haj cumntomMamu CCJI
MBI Hab/TI0fja/mi KIMHUYECKOe U SHTOCKOMMYEeCKOe
nporpeccuposanue bK nocne orMens! aflanumyma-
6a. B To BpeMs Kak 9KCIIepUMeHTaJIbHbIe JaHHbIE
CBUJETENbCTBYIOT O BOBJIEYEHUM MHTEP/IEKIHA-]1
B marore”es B3K [29], k1uHMYeckue HabMIOMEH A
BBLABJIAIOT IIApaJOKCaIbHBIN 3G deKT: B pAse CIy-
yaep npueM nHrub6uTopos MJI-1p acconumposan
¢ pe6rorom B3K 1 060cTpeHmeM CylecTBYIOLe-
ro 3aboneBanus. Takum o6pasom, Ipy COYeTAHUN
CCJI n BK npuMeHeHne aHTaTOHUCTOB MHTePIeN-
K1Ha-1p TpebyeT 0co60i OCTOPOKHOCTH, TaK KaK
ux npoduab appexTUBHOCTI 1 6€30IIACHOCTY IPH
KOMOPOV/JHOIT IIATOJIOT MM OCTAETCSI HELOCTATOTHO
U3yYeHHBIM.

Y Harero manmeHTa ocje Xupypruaeckoro BMe-
IIaTeNbCTBA KaHAKMHYMab ObIT OTMeHeH. B kauecTBe
HpOQUIAKTUKY OCTEONEePALMIOHHOTO PelNANBa
BK 6171 BoiOpan nuruburop JAK-1 ynaganutusuo,
4TO 00YC/IOB/IEHO JAHHBIMM O COXPAaHEHUN ero ad-
(GeKTUBHOCTY BO BTOPOI ¥ IIOCTERYIOLNX TMHISIX
tepanun [29]. Kpome Toro, nsBecTHo 0 6 caydasx
Ha3HaYeHUA HecelleKTUBHOro nHruburopa JAK ro-
¢danutnanba npu CCJL, npu 9TOM y 3 IarjueHToB
ObUI OTMEYeH IIOTHBI OTBET U Y 3 — YaCTUYHBIN
[30]. Ha MOMeHT HanmucaHusA SaHHOI cTaTby (AH-
Bapb 2025 1.) B tuTeparype (IIOMCK IPONM3BOJUIICA
no PubMed, Google Scholar, eLibrary) orcyrcrpy-
10T CBUETEIbCTBA HPUMEHEHNUs YIafalTUHN-
6a npu CCJI. IlpuMeyaTenbHo, 4TO Ha (HOHE €ro
IpyeMa y Hallero malMeHTa He OTMeYanaoch aTak
CCJI. OgHako B cBA3M C He9PPEKTUBHOCTDIO UH-
ruburtopa JAK-1 B pamkax npodumakTuKy mociue-
OIIepaI[MOHHOTO peuANBa OblIa IIpOBeieHa CMeHa

KnuHnuyeckme HabnoaeHuns
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TIOfifiep)KMBAIOLIIT TepAllMM HAa MHIUOUTOD MHTEP-
nejikuHa-12/23 ycreknHyMmab.

3aKnueHue

Hamre knmHmdyeckoe HaOMOfeHNE WUTIOCTPUPYET
IMArHOCTUYeCKMe ¥ TepaleBTUYecKye CI0XKHOCTH
npu nosgHeM geb6ore CCJI B couetanun ¢ BK, urto
06yCTIOBZIEHO CXOACTBOM IAaTOT€HETMYECKUX MeXa-
HU3MOB U KIMHUYECKUX HPOsABIEHNUIL. Y MalueHTOB
¢ B3K, ocobeHHO ompefe/IeHHBIX THIYECKIX TPYILI,
MOJIEKy/IIpHO-TeHeTUYecKoe TecTupobanue Ha CCJI
CIefyeT BKIIIOYATh B aTOPUTM AviddepeHInanbHo
OVMArHOCTUKM ayTOBOCHA/IUTEIbHBIX CUH/IPOMOB
fa>ke B OTCYTCTBME TUIMYHOI CUMITOMATUKIA.

HononHuTtenbHas nHpopmayms

Cornacue naymeHTa

MaumneHT fO6pOBONBHO NoANMCcan MHGOPMIUPOBAHHOE Cornacye Ha ny6nu-
KaLiio NepCcoHanbHON MeAULIMHCKON MHdOpMaLmK B 06e37myeHHoi popme
B >KypHasne «AnbMaHax KIIMHNYeCKON MeANLIHbI».

QuHaHcnpoBaHmne

Pabota npoBefieHa 6e3 NpuUBNeYeHA AOMNONHUTENBHOTO PUHAHCMPOBAHMA
CO CTOPOHbI TPETLUX NNLL.

KoH)NUKT nHtepecos

AsTOpbI AeKNnapupyoT OTCYyTCTBME ABHbIX 1 NOTEHLUMaNbHbIX KOHd)ﬂI/IKTOB
VNHTepPeCoB, CBA3aHHbIX C ny6nv|KaL||/|e|7| HacToALLEN CTaTby.

Yyactue a BTOpPOB

E.l. TaHny, J.A. [JaBbIfoB — Kypauusa, neyeHne naymeHTa, cbop u aHa-
N3 JaHHbIX NUTepaTypbl, HanMcaHue U peaakTUPOBaHUE TeKCTa;
[.A. Ky3HeLoBa — nonyyeHune, aHanus v UHTepNpeTayns KIMHuKo-nabo-
paTOpHbIX Pe3y/bTaToB NCCIeA0BaHUA NaLMeHTa, aHann3 AaHHbIX iuTepa-
Typbl, NOArOTOBKa U HanucaHwue TekcTa; [.LL. fopbaueBa — Kypauua n xu-
pypruyeckoe neyeHne naymeHTa, peAakTvpoBaH1e NTOroOBOro BapuaHTa

Cnuncok nutepatypbl / References

BrisiBMIeHMe MAaTOTEHHOTo BapuaHTa p.V726A
rena MEFV cnemyeT paccMaTpUBaTh KaK 3Ha4MMBbIiA
Mopuduumpyomuit pakrop teuenus bK, acconu-
MPOBAHHBII C TOBBILIEHHOI TSKECTHIO 3a00/IeBaHMS,
HeJJOCTaTOYHBIM OTBETOM Ha MIMMYHOCYIIPECCUBHYIO
TepaInuio, BHICOKUM PUCKOM OCTOXHEHUIT (BK/II0Yast
BTOPWUYHBII aMIJION[03), HeOIarONpUATHBIM XUPYP-
I'MYeCKUM IIPOTHO30M.

B nacTosmee BpeMs He BbIpaboTaHa HepUHUINA
H13kolt akTuBHOCTU CCJI, He ACeH [JONITOCPOYHBbI
nporaos. Kpome Toro, He onpepeneHsl MOKa3aHNUA
JUISl Ha3HAYEHM A IBYX TeHHO-MH)XEeHEPHBIX OMOJIOTH-
YyecKMX Ipenaparos B ciydae codetanus CCJI n B3K,
KaK y Halllero maiyenta. @

TekcTa; [1.B. CMAOPEHKO — BbINOSIHEHNE 1 UHTeprpeTaLnAa MONeKynApPHO-
reHeTnyeckoro obcnepoBaHua naunenta; C.B. JlanuH — nepepaboTka
BaXKHOTO HayUYHOTO W MHTENNEKTYalbHOrO CoflepXaHuna CTaTby, pefakTu-
poBaHue TekcTa; B.[l. Haszapos — aHanm3 u uHTepnpeTtauus pesynsraTos
nabopaTopHoro o6cefoBaHNA NaLMeHTa, aHann3 AaHHbIX IUTepaTypbl;
E.A. leBATKMHa — cbop 6romaTepmana, NOArOTOBKa W BbIMOSIHEHNE MOe-
KynApHO-TeHeTuYeckoro obcnefoBaHuna naumenta; O.b. LLlykuHa - Kypauus
nauueHTa, AMarHOCTUYECKN A MOHUTOPVIHT 1 NeyeHre naLmneHTa, peaakTu-
poOBaHvie 1 yTBepXXAeHNe NTOroBOro BapuaHTa TekcTa pykonucu. Bce aBTo-
pbl Npounu 1 oao6punu GpuHanbHy0 BEPCKIo CTaTbl Nepea NybnvkaLven,
COrNacHbl HECTU OTBETCTBEHHOCTb 3@ BCE aCNeKTbl PaboTbl U rapaHTUPYIOT,
4TO VMM HapneXalluym obpa3om 6biiv PacCMOTPEHbI 1 peLleHbl BOMPOCI,
CBA3aHHble C TOUHOCTbIO 11 JO6POCOBECTHOCTbIO BCEX YacTell paboTbl.
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Konnektve aropos 6narogaput Co6ko Buktopa lOpbesnya 3a KOHCYNbTU-
poBaHue 1 npegocTaeneHne GoTorpaduin MarHUTHO-PE3OHAHCHOM SHTEPO-
rpaduvu, NpuropsaHa Baguma Bupabosuya 3a npefoctaBneHne gpotorpaduii
orepaLyioHHOro MaTepuana.
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A clinical case of Crohn's disease with late-onset
familial Mediterranean fever
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D.Sh. Gorbacheva' - D.V. Sidorenko' - S.V. Lapin' -
V.D. Nazarov' - Ye.A. Deviatkina' « O.B. Shchukina'

A rare co-occurrence of Crohn’s disease (CD) and fa-
milial Mediterranean fever (FMF) is a complex comor-
bidity with similarities in theirimmune pathophysio-
logy and clinical manifestations. This case highlights
the challenges in differential diagnosis and therapeu-
tic dilemmas arising from the need to simultaneously
manage two immune-mediated diseases.

We report a clinical case of an Armenian man with
recurrent abdominal pain, chronic diarrhea, episodes
of dynamic intestinal obstruction and weight loss. His
examination at the age of 39 years revealed signs of
systemic inflammation, such as increased erythrocyte
sedimentation rate to 62 mm/h, C-reactive protein
level to 63 mg/Il, and fecal calprotectin to 1039 mi-
crograms/g. Endoscopic examination showed gastric
ulcers (0.7 x 0.5 cm), an ileum stricture impenetrable
with an endoscope, as well as multiple ulcers of the
terminal ileum (SES-CD 9 points). The histological
report concluded on chronic ulcerative ileitis with
high activity. After one year, the results of molecular
genetic testing showed a homozygous pathogenic
variant of the MEFV c.2177T>C gene (p.Val726Ala) was
identified, confirming FMF with persistent activity
(serum amyloid A was increased to 32.3 micrograms/
ml). The patient was diagnosed with stricturing CD
with severe progressive course (A2L1L4B2p) and col-
chicine-resistant FMF. For CD, the patient consecu-
tively treated with adalimumab, upadacitinib, and
ustekinumab with partial response and subsequent
ileocecal resection. For FMF, he received colchicine
without an effect and canakinumab with complete
cessation of attacks. Administration of two target-
ed agents for two diseases was discussed, but no
final decision was taken. By the time of writing this

manuscript (January 2025), the patient retained the
endoscopic activity of CD with no attacks FMF under
treatment with ustekinumab and colchicine.

In patients with Crohn’s disease, particularly those
of Armenian descent, presenting with atypical ab-
dominal pain and treatment resistance, FMF should
be excluded. Molecular genetic testing for MEFV
mutations should be included into the diagnostic
workup, as their presence should be regarded as a CD
modifying factor associated with the disease severi-
ty and complication risks. FMF-effective drugs (e.g.,
canakinumab) may not control CD progression, while
CD-targeted therapies (adalimumab, ustekinumab)
may not fully resolve FMF manifestations. The safety
and efficacy of combining biologics remain unre-
solved. This case underscores the need for a multi-
disciplinary approach, development of clear criteria
to assessing the activity of combined disease, and
further research to optimize treatment strategies.
Key words: familial Mediterranean fever, MEFV,
Crohn's disease, colchicine resistance, upadacitinib,
canakinumab, ustekinumab
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