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B cTaTbe ripmuBeaAeH cay4an yCcrelHoro NPUMEHEHNs] KaHakMHymMaba — rpernapata MOHOK/I0Ha/bHbIX @HTUTE K MHTep/eN-
KuHy 13 — npu HeanpdepeHUMpoBaHHOM ayTOBOCIMAaINTE/IbHOM CUHAPOME Y NauMueHTKU ¢ peppaKTePHOCTBIO K [TIIOKOKOP-
TMKOCTEpouaam A5 NepopasbHOro npuema u reHHO-UHXEHEPHbIM GMOJIOrMYECKMM rpernapatam C APYriumM MexaHM3MOoM
Aencteus. bnarogaps Tepanum KaHaknHyMaboMm yxxe Yyepe3 8 Hej 6bl/in KynnpoBaHbl CUCTEMHbIE MPOSIBJIEHUS U HOPMaJIN-
30BaHbl 1a60pPaToOPHbIE NoKa3aTe/in akTUBHOCTH 60/1€3HU. B TeyeHue Bcero nepmnoga HabnwoaeHns (12 mec) He 3apeructpu-
POBAaHO HM CEPbE3HbIX HEXKENaTe/IbHbIX BIEHUI, HU MOBbILLEHNUS YaCTOTbl OCTPbIX PECINPATOPHbIX MHPEKLMI.
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BBEJAEHUE

B nocnegHve rogbl Bce 60MblIMMA MHTEPEC Y peBMaTo-
JIOrOB BbI3bIBAOT pPeIKMe MOHOrEeHHble, Hacnegyemble no
ayTOCOMHO-PeLECCUBHOMY MKW ayTOCOMHO-LOMUHAHTHOMY
TUNY FreHeTUYECKUE CUHAPOMbI, AN KOTOPbIX XapaKTepHbI
He TOMbKO MNEepPUOAMYECKM BO3HMKatoWMe NMXopagoyHble
COCTOSIHUSA, HO M pa3Hoobpa3Has cUCTEMHasa CUMMNTOMAaTK-

Ka, B T. Y. MOpaKeHWe CyCTaBOB, KOXMU, KULIEYHNKa, rnas [1].
K ayTroBocnanutenbHbIM 3a601eBaHUSM, MPeACTaBASOWUM
CO6OM LIMPOKUM CMEKTP HO30/10MMIU, OTHOCUTCS PS4 MOHO-
FEHHbIX MNEePUOANYECKNX TMXOPAAOK C M3BECTHLIM MYyTUPY-
oMM FEHOM: KPUOMMPUHACCOLMMPOBAHHbIE Mepuogunye-
cKne cuHapombl (Cryopyrin Assotiated Periodic Syndromes,
CAPS); nepuoan4eckui CUHAPOM, acCOLMUPOBAHHLIN C
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Experience of the Successful Canakinumab Treatment
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The article presents a case of a successful canakinumab application (preparation of monoclonal antibodies to 1B interleukin) for
undifferentiated autoinflammatory syndrome in a patient with refractoriness to oral glucocorticosteroids and genetically engineered
biological drugs with a different action mechanisms. After 8 weeks of canakinumab therapy, systemic manifestations were cropped,
and laboratory parameters of the disease activity were normalized. During the entire care period (12 months), neither serious adverse
events nor increased incidence of acute respiratory infections have been reported.
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MyTaUMsaMK peLentopa K dakTopy Hekpo3a onyxonu (Tumor
factor Receptor-Assotiated Periodic fever Syndrome, TRAPS);
ceMenHas cpeaM3eMHOMOpPCKasa nuxopajka (nepuoauye-
CKas 60ne3Hb), Apyrne mynbtudakTopuanbHble 3aboneBa-
HUS, TaKne KaK 6one3Hb bexyeTa; nepuoamnyeckas nuxopaa-
Ka, conpoBoxkgaemas apTo3HbIM CTOMATUTOM, GapUHTUTOM,
ageHutoMm (Periodic Fever, Aphtousis stomattis, Pharingitis,
cervical Adenitis, PFAPA), CUCTEMHbIN IOBEHU/IbHBIW apTpwuT,
cuHgpom WHuunepa m gp. [2, 3].

B HacToslllee BpeMs ayTtoBochnanUTENbHbIM MpoLecc
paccMmaTpuBaeTcs B KayecTBe OCHOBOMOJfaralouwero npu
pa3BUTMM pasHbIX NATONOrMYECKUX cocTosiHMM [4]. U3y4mB
MEeXaHW3Mbl BOCManeHUs 1 BbIICHWB K/IOYEBYIO PO/b UHTEP-
NlenKkuHa (nat. Interleukin, IL) 13 B natoreHese ayrosocna-
NUTENbHbIX 3a60/1€BaHUI, CTano MOHATHO, YTO K YKa3aHHOM
rpynne MOXHO OTHECTU U HEKOTOPbIE HOBbIE HO30/10rMYecKne
dopmbl (Hanpumep, CAPS), NLPC4-accounnpoBaHHbIM ayTo-
BOCMNaNUTENbHbIA CUHAPOM C 3HTEPOKOIMTOM), a TaKKe paj
[laBHO M XOPOLIO M3BECTHbIX Matonornn (6onesHb bexyera,
PFAPA, CUCTEMHbIN IOBEHW/IbHBINM apTpuT) [5]. BONLWKWHCTBO
ayToBOCMaNUTENbHbIX CUHAPOMOB SBASIOTCH MOHOMEHHbLIMMU
3aboneBaHuamMn. OgHaKo B psige UCCnefoBaHUM NoKasaHo,
4YTO FEHETMYECKUM aHanus3 noarsepxaaer nuwb 30-40%
KIMHUYECKM YCTAHOBJIEHHbIX AMarHo3oB [2, 6]. Kak npasBu-
110, 3TO Haubosnee TAKenble AN Kypauuu nauneHTbl, Nopown
TpebylolimMe MCnob30BaHUs BCEro MMEIOLLErocs B HacTosl-
Lee BpemMs apceHana npoTMBOPEBMATUHECKNUX CPEACTB, YTO
He Bcerga oKasblBaeTcs YCrnelwHbIM.

B KAMHWMYECKMX UCCNEAOBaHMAX YCTaHOBMEHA LEeHTpalb-
Haa ponb IL 1 B pasBUTUM MHOIMX ayToBOCMANMUTENbHbIX
CUHAPOMOB [6, 7]. MpuMeHeHne nHrnéuTopos IL 1 (aHakuHpa,
KaHaKnHymab, punoHaLEeNT) B HacToslee BpeMs npeacraB-
nseT cobon eAMHCTBEHHbIN 3POEKTUBHbLIA METOL NeYveHus,
no cytM,— «Tepanuio crnaceHus» [3, 7]. OgHako B ciyyae
reHETUYECKM HEMOATBEPKAEHHbLIX ayTOBOCMANUTENbHbIX CUH-
OPOMOB npegyragatb NaToreHeTUMYeCKU npaBUIbHOE neye-
HUWE KpaWHe CNoXHO. TpyaHOCTM B MNOCTAHOBKE [AuarHosa
M NO3AHee Ha3Ha4vyeHue Tepanuu NPUBOAAT K BblparKeHHOM
WHBaNMAM3aLUMM MaLMEHTOB, Pa3BUTUIO KUIHEYrPOXKaIOLWMX
OCJIOXKHEHUM (aMMNonao3, CUHAPOM aKTUBaLMK Makpodaros).

B npuBegeHHOM HWKE KIMHMYECKOM HabnaeHun
npeacTaBieH onbIT BeAeHus pebeHKa ¢ HeandbdpepeHumnpo-
BaHHbLIM ayTOBOCMaNUTENbHbIM CUHAPOMOM M YCMELHOro
NPUMEHEHUS Y HEr0 MOHOKJ/IOHaNbHOrO aHtTuTena K IL 13
KaHaKuWHymaba.

KNUHUYECKUA NPUMEP

MNMauneHTKka C., Bo3pacT 3 roga 7 mec, HabnogaeTcs B
pPEBMaTONIONMYECKOM OTAENEeHNU Hay4yHoro ueHTpa 340p0BbS
peten (HU3A, Mocksa) B TeyeHue 1,5 net. U3 aHamHe3a
M3BECTHO, YTO [AEeBOYKa poaunacb OT nepBon GepemeH-
HOCTHU, NEepPBbIX CPOYHbIX POAOB. Bec pebeHKa npu poxkae-
Hun 3150 r, gnrvHa Tena 51 cm, oueHKa no wkane APGAR
7/8 6annoB. PaHHee dpu3MyecKoe 1 NCUXMYECKOe pas3BuUTHe
COOTBETCTBOBAIO Bo3pacTy. lNpodunakTuyeckme npuBuUB-
KW MPOBOAMIMCL COracHO HaLMOHalbHOMY KaneHzapio.
M3 nepeHeceHHbIX 3a6oneBaHU — OBGCTPYKTUBHbIA GPOH-
XWUT B Bo3pacTe 1 roga 2 Mec, kuuwedHas nHdekuma B 1 rog
6 Mec. HacneacTBeHHbI aHaMHE3 Mo peBMaTUYECKUM
60N1€3HAM He OTATOLLEH.

lNepBble CMMNTOMbI 3a6oneBaHUa MaHubecTMpoBanu y
[eBo4YkM B Bo3pacTe 1 roga 3 mec (¢ noHa 2014 r.), korga
6e3 BUAMMbIX MPOBOLMPYIOWMX MPUYMH OTMEYANOCh MOBbI-
LweHue Temnepatypbl Tena ao 39°C, nosiBMnach BbipaxeHHas
BSANOCTb. [1py OCMOTpe MeauaTtpom Mo MECTY XKUTenbCTBa
AMarHocTMpoBaHa aHrMHa; B TeyeHue 7 CyT NMpoBOAMnach
aHTMGaKTepuanbHas Tepanusa npenapaToM NEHULUAIMHOBO-
ro psiia — C NoJIoXUTENbHbIM 3PDEKTOM.

B ceHTa6pe 2014 r. y 1€BOYKM OTMEYEH NOBTOPHbIN 3MNKU-
304 MXOpadKK, NosiBUNacb XPOMOTa; KaTapasbHbIX fBfe-
HUW He Habnwpanock. lNegnaTpom MO MECTY MKUTeNbCTBa
Ha3HayeH aHTUOGaKTepuanbHbIM Mpenapar a3uTPOMMULMH.
B cBs3K ¢ oTcyTcTBMEM addeKTa Ha 3-1 CyT NeveHns npose-
[AEHO PEHTreHONorMyecKoe uccneaoBaHmMe OpraHoB rpyaHowM
NofoCTH, AMArHOCTMpOBaHa MNPaBOCTOPOHHAS HWXHeAone-
Basi NMHeBMOHUA. Ha ¢oHe cmeHbl Tepanuu Ha npenapar
LedanocnoprMHOBOro psiga nuxopagka Oblna KynupoBaHa,
CaMO4yBCTBME HOPMANM30BasnoCh.

[MoBTOPHbBIN 3NN304 NUXopaaKkn A0 GebpunbHbIX LUbdP
3apernctpuposaH B dHBape 2015 r. [leBoyka ambyna-
TOPHO Habnaanacb peBmMaTo/ioroMm B ¢peaepanbHOM LiEeH-
Tpe. B KNMHMYECKON KapTuHe obpallann Ha cebs BHUMa-
HWEe nuxopagKa, rMneptpodus MUHAAAMH WU TUNepemus
3eBa, KONbLleBMAHAA 3puTeMaTo3Has Cbiflb Ha ChuHe,
aroguuax.

Mpu o6cnenoBaHMM oTMeEYanochb NoBbileHWEe nabopaTop-
HbIX MapKepOB BOCMaNEHMs: NeNKoLMTOB 40 19X102/n (Hop-
ma o 11,5), TpomGouuToB g0 590X 10°%/n (Hopma Ao 440),
CKopocTu ocefaHus aputpountoB (CO3I) go 72 Mm/4d (Hopma
[0 20), cbiIBOPOTOYHOM KOHLIEHTpauumn C-peakTMBHOro 6enKka
(CPB) go 117 mr/n (Hopma < 5 mr/n). YpoBeHb remoriiobuHa
6bIn CHUXKEH o 92 r/n (Hopma ot 120). Y pebeHKa anarHo-
CTMPOBaH cuHApPOM Maplwanna, Ha3Ha4yeH MeTUANPEAHN30-
JIOH N5 nepopanbHOro npvema B go3e 1 mr/Kr maccol Tena
B CYT MO NPeaHU30/I0Hy B TeveHune 2 cyT. Ha doHe nevyeHus
COCTOSIHWE pebeHKa yXyAlanoch.

B cBfI3M C HapacTaHWeM JNIMXOPafKM [LO TFEKTUYECKMUX
uMbp, pacnpocTpaHEHWEM CbIMKU Ha KOHEYHOCTH, BbIparKeH-
HOW BSIIOCTbIO PEBEHOK Obl rOCNUTaIM3UpPoBaH B CTalu-
OHap MO MECTY XMUTeNbCTBa; NauMeHTKe NpoBeaeHa nysbc-
Tepanua MeTunnpeaHmu3onoHom B go3e 30 Mr/Kr B Cyf,
Ha3HayeH NpeaHu30sioH B Jo3e 1 Mr/Kr B CyT Ha 3 Hej.
Ha ¢oHe nedvyeHuss y AeBOYKM KynupoBanacb mMxopanka,
HOpManM3oBanncb NabopaTopHble NoKa3aTeNn aKTMBHOCTU
605e3Hu. [leBOYKa BbiNUcaHa JOMOW.

Yepes 2 mec rnocne OTMEHbl MIOKOKOPTUKOCTEPOU-
OB AN MepopanbHOro Npuema y nauMeHTKM Habnogan-
Cfl o4yepeaHon 3nu3od NUXOopagKku, Cbifb. AMOYnaTOpHO
KOHCYNbTMpPOBaHa peBMartonoroM B deaepanbHOM LEH-
Tpe (MockBa), peKoMeHaoBaH NpUemM MeTUINpPeaHU30-
floHa B fo3e 1 Mr/Kr B CyT N0 NpPeAHU30/0HY B TeyeHne
2 cyT. YuuTbiBasa peuuanBupylolMe ann3oabl TMXopaaKu,
HeadODEKTUBHOCTb Tepanuu [NIOKOKOPTUKOCTEPOUAaAMM
4NS nepopanbHOro npuema ¢ uenbio BepuduKkaumm gua-
rHO3a ¥ npoBeAeHus nevyeHunsa B anpene 2015 r. pebeHoK
Oblf1 rocnuMTanM3npoBaH B peBMaTONIOrMYecKoe oTaene-
Hne HU3/[. [JeBoyKa noctynuna B OTAe/leHMe B Bo3pac-
Te 2 net 1 mec, 4yepe3 10 mec oT Hayvana 6onesHu. Mpu
NOCTYNNEHUU COCTOSAHME pebeHKa pacUEeHEeHO KaK TsKe-
noe. OTMeYanucb exxegHeBHble HEOAHOKPATHbIE NOAbLEMbI
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KnuHun4yecKoe Ha6GnogeHue

Temnepatypbl Tena Ao GebpunbHbiXx LMPP, BbiparKeHHas
cnaboctb. lpn ocmoTpe ob6palann Ha cebs BHUMMaHuWe
61eHOCTb KOXHOrO MOKPOBa, TEHWU MOA rnaszamMu, NUM-
dageHonatns ¢ yBenMyeHMeM AUMAPOYy3NnoB Npeumylle-
CTBEHHO NepeaHeLWenHom rpynnbl 40 2 CM, renatoMeranms
(nevyeHb BbICTynana u3-noj Kpas npaBon pebepHon ayru
Ha 2 cm). Mpu obcneaoBaHUM B KIMHUYECKOM aHanuse
KPOBW OTMeYasnuch NneikounTos (o 42x109/n), TpomGo-
umMTo3 (ao 700><109/n), 3HayuTenbHoe noBbileHne CO3
(00 63 MM/4), TMNOXPOMHasi aHeEMUSA (YPOBEHb reMorso-
OWHa CHWXEH Ao 77 r/n). B uMMyHONorM4ecKoMm aHanuse
KPOBW — MOBbIWEHWE CbIBOPOTOYHOM KOHUEeHTpauun CPb
6onee yem B 30 pas (o 167 mr/n).

Mo AaHHbIM YNbLTPa3BYKOBOr0 UCCNEAOBaHUs: yBennye-
HMe pa3mMepoB NpaBon gonun rnedvexHn go 90 mm, andodysHas
HEO4HOPOAHOCTb W MOBbIWEHWE 3XOMEHHOCTU €ee MapeH-
XMMbl. CO CTOPOHbI APYrMX OpraHoB W CUCTEM MNaToNOrunu
He BbISIBNEHO.

Pe6eHKy BbINONHEHbI 3XOKapanorpadus, KOMMNbloTepHas
TomMorpadust Nerkux M 6proWHON NONAOCTU, MarHUTHO-pe30-
HaHCHasa Tomorpadus rolOBHOro Mo3ra: AJaHHbIX 3a CEpO3u-
Tbl, 06beMHOe 06pa3oBaHue, BOCnanuTenbHble U3MEHEHUS
BHYTPEHHWX OPraHOB HE MOYYEHO.

[eBoyKy ocMoTpenn odTanbMoNor u CypLonor: co CTopo-
Hbl OpPraHoB YyBCTB NaTONOMMK He BbISIBAEHO.

MoneKkynsipHo-reHeTu4eckoe WuccnefoBaHue reHoB
TNFRSF1A, NLRP3, MEFV, peKkoMeHJ0BaHHOE IeHEeTUKOM,
He BbISIBUNIO MyTaUWK, NpuMBOASALWMX K pa3BuTuio TRAPS-
CUHAPOMA, CEMEWHOW CPeaM3eMHOMOPCKOM NIMXOPaAKH,
CAPS. Ha 3-# cyT rocnutanusaumuun y AeBOYKN OTMEYEHO yBe-

Puc. 1. 06wuit BMA naumeHTkn C. npu NnepsoM NoCTynaeHun

NIMYEHNEe MUHOANMH, NOSIBNEHWE HaneTa Ha HuX. 1o JaHHbIM
KOMMbIOTEPHON TOMOrpadun BbisiBAEHbI MHOUABTPATUBHbIE
M3MEHEHMS B HUXKHEN Aone npaBoro sierkoro. HasHaveHbl
aHTMbGaKTepuanbHasa Tepanusa uedenumom, HecTepouaHble
npotuBoBocnanuTenbHble npenapatbl (HIMBIM). Monoxu-
TENbHOW AMHAMWMKKM He OoTMevanocb. Ha 3-u cyT aHTMbGaK-
TepuanbHOM Tepanuu y nauueHTKM Obl1o 3adpUKCHPOBaAHO
BblpaXeHHOe YXyAlWEeHWEe COCTOSIHUS: MOBbIWEHWE Temnepa-
Typbl Ao 41°C, HapacTaHue cnabocTy 1 BANOCTH, NosiBNeHWe
06UIbHON 3PUTEMATO3HOM NATHUCTOM U KOJIbLLEBUAHOM CbIMNK
Ha Tefne U KoHe4yHocTsx (puc. 1). Mocne npoBeaeHUs MyHK-
LMK KOCTHOrO MO3ra, UCKNOYEHUSI 06bEMHbIX 06Pa30BaHUM
MO YM3HEHHbIM MOKa3aHWAM AEeBOYKEe MpoBedeHa My/bCe-
Tepanus meTunnpeaHn3onoHom B aose 10 mr/Kr B cyT N2 3.
Ha doHe neveHns KynMpoBanuch nxopagKa 1 Cbifb, HOpPMa-
IM30BannCh labopaTopHble NOKa3aTenu akTMBHOCTU KPOBM.
Ha 14-e cyT geBO4YKa BbiNMCaHa AOMOM non HabnwaeHue
peBmaronora.

CnycTts 5 Hea y AeBOYKM BO30GHOBMAUCH NOABEMbI TEM-
nepaTypbl Tena, NosiBUNacb KONMbLEBWAHAS CbiMb Ha Tyno-
BULLE, KOHEYHOCTAX; XapornoHuKalolme cpeactsa 6biau
HEaDPEKTUBHBDI.

Taknm 06pa3om, paHHUIM BO3pacT pebeHKa, peunansu-
pylolme ann3oabl BocnaneHus (nxopaaka, Cbifb, BbICOKME
nabopaTopHble MOKa3aTenu aKTMBHOCTWU) CBUAETENLCTBO-
BaAM B MOMb3y ayToBOCNanuTenbHoro cuHgpoma. OaHako
mMyTaumin B reHax NLRP3, TNFRSF1A, MFEV o6GHapyeHo
He 6bl10. Y4nTbiBas BbICOKUI PUCK Pa3BUTUS HexenaTenb-
HblX fBNeHWM Ha GoHe npuema NpeaHn30sioHa (pas3BuTue
HM3KOPOCNOCTH, OCTEOMNOpO3a, OXMPEHMUS, Mcuxo3a, rop-
MOHO3aBMCUMOCTU, FOPMOHOPE3NCTEHTHOCTH, 3aLEPKKH
NonoBOro pa3BuTUs), HeIGPEKTUBHOCTb MMIOKOKOPTUMKOCTE-
poVaoOB ANs nepopanbHOro npuema go 1-2 Mr/Kr B CyT,
arpeccvMBHoe TeyeHne 3aboneBaHus, 6bl10 MPUHATO peLle-
HME O Ha3HAYeHWW FEeHHO-UHKEHEPHOro GMONOrMYECKOro
npenaparta PEKOMOBUHAHTHbIX FyMaHW3MPOBaHHbIX MOHOKJ10-
HaNbHbIX aHTUTEN K peuenTtopy IL 6 Touunnlymaba.

AHanu3 TeMnoB pa3BUTUS TepaneBTMYecKoro addeKkTa
Tounnmusymaba npu cxeme BBEAEHUS BHYTPUBEHHO B A03€
12 mr/kr 1 pa3 B 2 Hej, NoKasaJ, YTo Ha GoHe CoxpaHeHus
CbINX 1 NepuoanyecKkoro cybdebpununteta yxke nocne nep-
BOM MHY3MKM KynupoBanacb GpebpunbHasa nuxopagka, CHU-
3UAUCb nabopaTopHble MoKas3aTenn aKTMBHOCTU GONEe3HH,
Habnoaanock obLiee ynyyleHne cocTossHmUa pebeHKa.

C nioHA 2015 r. y A€BOYKM OTMEYEHO y4alleHne anu3o-
[10B MOBbIWEHNS TemnepaTtypbl 40 cy6debpuibHbIX 3HaYe-
HWI, 06OCTPEHNE KOXHOIO CMHAPOMA; COXpaHsnacb AUM-
dpageHonatmsa. B oktabpe 2015 r. BHOBb peLunanBUpPOBan
nmMxopagKa, cbinb. Pe6eHOK 6bln rocnuTanM3npoBaH B peB-
mMatonoruyeckoe otaenerune HU3/. Mpu aTOM Yncno nenko-
LMTOB 1 TPOMGOLMTOB Nepudepuryeckon kposu, CO3, a Tak-
YKe CbIBOPOTOYHOM KOHLUeHTpauun CPB cooTBeTcTBOBaNM
BO3pacCTHOM HopMme.

YyutbiBasi paHHUIM 4e6loT 3a60/ieBaHWs, HEAOCTaTOYHYIO
3PPEKTUBHOCTb MNPOBOAMMON TIOKOKOPTUKOCTEPOUAHOM
Tepanuu U BbICOKUMA PUCK €€ TSXKENbIX OCMOXKHEHWUI Npwu
Ha3Ha4YeHWn NPefHU30/I0Ha, a TaKKe pa3BUTUE PE3UCTEHT-
HOCTM K TouunnMaymaby, 6bl10 MPUHATO peELleHne O Ha3Ha-
YEeHMU NaumeHTKe npenapata KaHaknHymaba — WHIMGUTO-
pa IL 13, 3aperucTpMpoBaHHOro no noKasaHuio K Jie4eHno



KPMONUMPUHACCOLMMPOBAHHOIO NEPUOANYECKOTO CUHAPOMA.
MpenapaT BBOAUIM NOAKOXKHO B Ao3e 4 mr/Kr 1 pas B 4 Hej.
YKe nocne nepBoV MHBbEKLUMM KynupoBanacb Juxopagka,
a yepes3 8 Hej neyeHnsa NOMHOCTLIO ncyeana Cbifb (puc. 2),
Hapocna obuasn ABuraTenbHas akTMBHOCTb.

YuuTbiBas AaHHblE KAMHUMYECKOW KapTWHbl (peunauBu-
pylowne nuMxopagka, cbifb, AMMdpageHonaTusl), OTIMYHbIN
3pdEKT TepanMm MOHOKIIOHaNIbHbIMK aHTUTeNnammn K IL 13,
C uenbto BepudMKaLMM ayTOBOCNANWUTENLHOIO CUHAPOMA
[AEeBOYKe NMPOBEAEHO AOMONHUTENbHOE MOJNEKYNSPHO-TeHe-
TU4yecKoe obcenegoBaHne — uccnegoBaHue reHoB NLRP3,
NLRC4, IL1IRN, TRNT1, TMEM173, PSMBS8, TNFRSF1A,
MVK, LACC1, MEFV, NOD2, LPIN2, NLRP12, CECR1 meTo-
LOM CEKBEHWPOBAHUSA HOBOrO MOKOMEHMS. [MaToreHHbIX
MyTauum He BbisSBieHO. Ha ¢oHe Tepanuu KaHaKuHyma-
60M B TeyeHue 12 MecC y MauMEHTKU COXpPaHSeTCs peMuc-
cva 60/1€3HM; INM3040B IMXOPAAKM, CbiMM HE OTMEeYanochb.
Ha npoTsxeHun Bcero nepuoga HabAlOAeHUS He 3ape-
TMCTPUMPOBAHO HW CEPbE3HbIX HEXenaTeNbHbIX SBAEHWUN,
HW YBEIMYEHMS YaCTOTbl OCTPbIX PECMIMPATOPHbIX MHOEKLMHA.

OBCYXAEHUE

AyToBocnanuTenbHble 3a60n1eBaHUA 06bEeANHEHBI NPU-
3HaKamu OCTpon obuieBocnanMTenbHON peakuun opra-
HM3Ma, TaKMMK KaK nuMxopajKa, Cbifb, TMMbageHonaTums,
renatocrnieHomMeranuns, MnoBbllEHWE YPOBHA MapKepoB
BOCManeHusl, oTcyTcTBMe ayTtoaHTuten. Mpu 3atoMm arpec-
CMBHOE TeyeHWe ayToBOoCnanMuTeNbHbIX CUHAPOMOB, B T.Y.
HEeYyCTaHOB/EHHOM 3TUOJIOMUK, @ TaKKe pPa3BUTUE KUBHEY-
rPOKAIOLLMX OCMIOXKHEHUI 06YCNOBANBAIOT HEOBGXOAMMOCTb
Ha3Ha4YeHWs TapreTHOM naToreHeTU4eCcKom Tepanuu cpasy
nocne sBepudukaumm guarHosa. OgHako B psige cryyaes
HEOOBbACHMMbIE 3MU304bl NUXOPALKMK, CbIMKU, CEPO3UTHI,
apTpanrun u gpyrne CMMNTOoMbl, Habagaemble Npu ayTo-
BOCManuTeNbHbIX 3a60neBaHKAX, MOrYT HEe COOTBETCTBO-
BaTb KOHKPETHOMY AMarHo3y, a reHeTM4yecKue TecTbl npu
3TOM — 6bITb OTpULATENBHbBIMU [B].

Mo paHHbIM nuTepatypbl, IL 1 © 6 aBAAOTCA Katoye-
BbIMW WMHAYKTOPaMW BOCManeHus y MNauWMeHTOB C ayToBO-
cnanutenbHbiIMU 3a6oneBaHuaMKU [7]. Y4uTbiBas KIKOYEBYIO
ponb IL 1 B 3anycke BOcnanuTeNbHbIX peakuui npu ayto-
BOCManUTENbHbIX CUHAPOMax [6], BaHOE MecToO B jeyve-
HUWM 3aHUMAET aKTUBHas NPOTMBOBOCMANNUTE/bHAS Tepanus,
HanpaB/ieHHaa Ha 610KMpoBaHuWe IL 13, no3sonAatowasa npu
3TOM He TOMbKO MOAMOUUMPOBaTb TevyeHne 3aboneBaHus,
HO U CHU3UTb PUCK PA3BUTUS TAXKENbIX, MOTEHLMANbHO eTalb-
HbIX OCNOXHEHWW, TaKMX Kak amunounao3s [7, 8]. K HacTosle-
My BPEMEHWU A/1I1 MHOMMX ayToBOCManUTeNbHbIX CUHAPOMOB
pa3paboTaHa nogo6Has Tepanuda. Tak, B cTpaHax EBponbl
1 CLLUIA ncnonbaytotes npenapatsbl, Npowealne peructpanmio
npv aytoBOCNanuTeNbHbIXx 3a60/1eBaHMsAX: PEKOMOUHAHTHbIE
pacTBOPMMblE aHTAroHWCTbl peLenTopoB IL 13 — aHakuH-
pa; dparmMeHTbl PEKOMOBUHAHTHbIX PaCTBOPUMBIX peLenTo-
poB IL 1 — pwunoHauenT (AMMEpHbIN COeAMHEHHbIN BENOK,
COCTOSILLMM U3 IKCTPALLENTIONSAPHOr0 IMraHA-CBSA3blBatoLEro
[loMeHa peuenTopa K IL 1 1 gobaBo4HOro 6enka K peuentopy
IL 1, coeanHeHHoro ¢ Fc-dparmeHTom yenoseyeckoro I1gGl)
M KaHakKnHymab (MOMHOCTbIO 4eNoBEYECKME MOHOK/IOHASb-
Hble aHTMTena K IL 1B) [3, 7]. B Poccuu 13 rpynnbl UHIMOK-
TopoB IL 1 ncnonb3yercs TONIbKO KaHaKMHyMab, 3aperucTpu-

Puc. 2. 06wwmi BuA naumeHTkun C. Ha dpoHe nedyeHus

POBaHHbIN Ha OCHOBAHMKU MEXAYHAaPOAHbIX MHOMOLEHTPOBbIX
OBOWHbIX cnenbliX NnaueboKOHTPOMPYEMbIX MCCNEeA0BaHWUM
B 2011 r. 4na NauMEeHTOB C KPUMOMMPUHACCOLMMPOBAHHBLIM
nepuoanMyeckum cuHapomom [7, 9, 10].

OaHUMKM M3 NepBbiX ONy6AMKOBaNM pesynbTaTbl MHOMO-
LLeHTpoBOro 48-HeaenbHOro ABOMHOIO CAENOro paH4oMU3n-
poBaHHoro uccnegosaHnus (lll dasa) no oueHke apdeKTUB-
HOCTW KaHaKuHymaba y naumeHtoB ¢ CAPS H. Lachmann
M coaBT. [9]. Y Bcex y4aCTHUMKOB uccneaoBaHusa (n = 35)
B | OoTKpbiTONn dase B Te4yeHWe CYTOK OblIM KynuMpOBaHbI
BCE CMMNTOMbI 3a6oneBaHus. K KoHuy uccnegosanusa y 34
(97%) M3 HMX MPU3HAKM AKTMBHOCTM OTCYTCTBOBaIM WU
6blIM MUHMUManbHbIMW. B panbHenwem J.B. Kuemmerle-
Deschner 1 coaBT. NOATBEPAW/IM BbICOKYIO 3PPEKTUBHOCTb
npenaparta npu nevyeHnn 166 B3pocnbix n aeten ¢ CAPS [10].
[lo Hawum gaHHbIM, 6noKkaga IL 1 obecneynBaet 6bICTpoe
KynupoBaHWe CUCTEMHOW BOCNaNUTENbHOM peaKLmm, NoBbI-
LIEHME KaYyeCcTBa KU3HM U yaydLleHne GYHKLMI NOParKeHHbIX
OpraHoB (3peHus, cnyxa) y naumeHTOB Kak C KpuonupuHac-
COLIMMPOBAHHbLIMU CMHAPOMaMM, TaK U C APYrMMU BapuaHTa-
MW NEPUOAMYECKUX NMXOopadoK [11].

B nocnegHee Bpems 6bI10 NoKasaHo, 4To 6noKada IL 1
BbICOKO3DDEKTUBHA U Y NALIMEHTOB € HeandbepeHLMpoBaH-
HbIMW @yTOBOCMANUTENbHBIMU CUHAPOMAaMK [6]. o AaHHbIM
S.R. Harrison 1 coaBT., 651okaga IL 1 obecne4yuna nosHoe
KynupoBaHue 3anu3040B BocnaneHus y 9 na 11 naumeHtos
¢ HeanddepeHLMpPoBaHHbIMK ayTOBOCMANUTENbHLIMU CUHA-
pomMamu, PE3UCTEHTHBLIMU K NeYeHnto 601e3HbMOANDULIMPY-
IOWMMM MPOTUBOPEBMATUYECKMMM MpenapaTaMu; y O4HOro
nauueHTa oTMeYeH HeoCTaTo4HbIN ahdEKT, ApYyromMy y4acT-
HUKY npenapaT 6biN1 OTMEHEH M3-3a Pa3BUTUSA HexenaTtenb-
HOW peaKLun B MecTe UHbeKLMK [B].

Y4uTbiBas NONOXKUTENbHbIE PE3YNbTaTbl MEXAYHAPOAHbIX
nccnefoBaHUMM KaHakMHymaba, NpPOAEMOHCTPUMpPOBaBLUErO
BbICOKYIO 3QDEKTUBHOCTb M 6€30MacHOCTb y AETEN C ayTOBO-
cnanuTenbHbIMW CUHAPOMAaMMW, UHULMALMS NeYeHns Hawen
nauMeHTKM MMEHHO 3TMM npenapatoMm Oblia onpaBAaHa.
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KnuHun4yecKoe Ha6GnogeHue

Mcnonb3oBaHMe KaHakuMHymaba AN NevyeHusi Pe3UCTEHT-
HOro K [JIIOKOKOpPTMKOCTeporaaM W 6nokatopy IL 6 ayto-
BOCMaAUTENIbHOrO CUMHAPOMa HEYCTaHOBMIEHHOW 3TWONOMUM
NPOAEMOHCTPUPOBANO BbICTPOE KyNnMpPOBaHWE KIMHUYECKMX
M nabopaTopHbIX MOKa3aTenen akTMBHOCTM 60/1€3HU U CTOK-
KU TepaneBTUYECKNN aPdeKT. B TeyeHne 12 mec nevyeHus
60/1€3Hb HaX0AMTCA B HEAKTUBHOWM CTauW; HexenaTebHbIX
SIBNEeHMM Ha GOoHe Tepannn He 3adUKCUPOBAHO.

3AK/IIOYEHUE

AHanu3 npeactaBAeHHOro KIMHUYECKOro ciyyas AEMOH-
CTPUPYET TaxKenoe TedeHne HeagudpodepeHLUNMpPoBaHHOIo ayTo-
BOCMNAaJUTENbHOIO CUHAPOMA, XapaKTepusyemoro Gebpusib-
HOW JNIMXOpPaAKOW, CbiMblo, BbICOKMMK nabopaTopHbIMMU
nokasaTensiMM aKTMBHOCTHU, Pa3BUTMEM BTOPWMYHOW pesu-
CTEHTHOCTM K TouMnndymaby, HegoCTaTO4YHON 3PDEKTUBHO-
CTblO [IIOKOKOPTUKOCTEPOUAOB. HadHayeHne KaHakMHymaba
(4enoBeyeCcKMX MOHOK/IOHaNbHbLIX aHTMTen K IL 1) no3so-
JINNO CHU3WUTb KIIMHUYECKMe M nabopaTopHble NnokasaTenu
aKTUBHOCTM 60/e3HN U oBecneymno CTaauvio HeaKTUBHOWM
60/1€3HM B TEYEHME OAHOrO rofa HabnaeHus. MonyyeHHble
pe3ynbTaTbl CBMAETENbCTBYIOT O paulMOHanibHOCTM BblGopa
npenaparta u AEMOHCTPUPYIOT €ro BbICOKY 3GPEKTUBHOCTb
npu NeYeHnn ayToBOCMaIUTENbHOIO MNEPUOANYECKOro CHH-
[pOMa HEeYCTaHOBIEHHOW 3TMOOT UK.
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