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Aymosocnanumenvruie 3a601esanus (AB3) npedcmaesasrom coboii eemepoeeHHy0 epynny pedKux eeHemu4ecku 00yca08AeHHbIX COCMOSHUIL,
OCHOBHbBIMU NPOSIGACHUSMU KOMOPIX A8ASHOMCS INU300bl AUXOPAOKU 8 COHeMAaHUU ¢ OpyeUuMU NPUSHAKAMU CUCEMHO20 80CHANCHUS: KONC-
HbIMU BbICHINAHUAMU, MbIULEUHO-CKEACMHbIMU U HEBPOA0SUMECKUMU HADYWEHUAMU, NOPAJICeHUEM OPeaAHO8 3PeHuUs, cAyXa u dp., a makdice
ocmpoghazosvimu mapkepamu u omcymemeuem aymoanmumen. Ilpumenenue 6uonocuueckoii mepanuu, 0Co6eHHO UHUOUMOPO8 UHMepAeli-
xuna 1 (ulJl1), npu naubonsee pacnpocmpanennvix monoeeinvix AB3 — mAB3 (FMF, TRAPS, HIDS/MKD, CAPS) nokazano ee bicoKyio
phekmuHoOCHb U NPUBENO K 3HAUUMENbHOMY NPO2PecCy 8 Kypayuu maxkux nayuenmos. B nacmosuee epems uHJI 1 seasromes npenapama-
Mu nepeotl aunuu mepanuu MAB3, npexcde ececo CAPS. B cayuae ux HeagpgpekmusHocmu uau HenepeHoCUMOCmu 8 ONPeoeseHHbIX CUMyayu-
AX MAaKice MO2Yym UCNOAB308AMbCS OpyeUe 2eHHO-UHMNCEHEPHble OUO0A0UMeCKUe NPenapamsl — UHeUOUMOpbl hakmopa HeKpo3a onyxoau o u
ulJl6, odnaxo smom eonpoc Hyxscoaemces 8 danbHelluem usyHeHu.

B cmamve onucana nayuenmxa ¢ MAB3, y komopoii duaenos 6via ycmanosaeH ¢ ono3danuem boaee uem Ha 40 sem, Ha3HaueHUe MapeemHoll
mepanuu daxce Ha NO30HUX CPOKAX O0NE3HU NPUBENO K 3HAUUMENLHOMY YAYHUICHUIO MHOUX CUMNIMOMO8 U KA4eCmea JCU3HU.

Karouesnte caosa: aymosocnasumenvhole 3aboneearus; FMF; CAPS; TRAPS; HIDS/MKD; 6uosoeuueckas mepanus,; uHeudbumops. uH-
mepaetikuna 1.
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Autoinflammatory diseases (AIDs) are a heterogeneous group of rare genetically determined conditions, the main manifestations of which are
episodes of fever in combination with other signs of systemic inflammation: skin rashes, musculoskeletal and neurological disorders, damage to
the organs of vision, hearing, etc., as well as acute phase markers and the absence of autoantibodies. The use of biological therapy, especially
inhibitors of interleukin 1 (iIL1), in most common monogenic AIDs (mAID) — FMF, TRAPS, HIDS/MKD, CAPS — has shown its high effi-
ciency and led to significant progress in the treatment of these patients. Currently, ilIL1 are the first-line drugs for mAIDs therapy, primarily
CAPS. In the case of their ineffectiveness or intolerance in certain situations, other biologic disease-modifying antirheumatic drugs can also be
used — inhibitors of tumor necrosis factor o and ilIL6, but this issue needs further investigation.

The article describes a patient with mAID, in whom the diagnosis was made more than 40 years after the onset; administration of targeted ther-
apy even in the late stages of the disease led to a significant improvement in many symptoms and quality of life.
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AyToBocraiuTesbHbIe 3a00eBaHus (AB3) — rereporeHHast HUS U CllyXa U IPYTUMU KIMHUYECKMMU CUMIITOMAaMU, HEPEIKO
TPYIIa PeIKUX TeHeTUIeCKU OOYCIOBICHHBIX COCTOSTHUIA, OC- WMUTUPYIONIMMU PEBMAaTUUYECKYIO IMarosioruio. OOiuraTHbie
HOBHBIMU TIPU3HAKAMU KOTOPBIX SIBJISTIOTCST SITM30/IbI JIMXOPAI- TIPU3HAKK JTAHHBIX COCTOSTHUI — HaJIMIue MapKepoB ocTpoda-
KU B COYETAHUM C IPYTUMHU IIPOSIBIIEHUSIMI CUCTEMHOTO BOCTIA- 30BOr0 BOCHAIUTEIbHOro orBeTa (rmoBbieHre COD, ypoBHs
JICHUST: KOXHBIMU BBICHITIAHUSIMU, MBIIIEUHO-CKEJIETHBIMU U CPB, cpiBopoTOYHOTO OefiKa aMuJIonaa A U Jip.), OTCYTCTBUE ay-
HEBPOJIOTMYECKUMM HaPYILIEHUSIMU, TTOpaXKeHNEeM OPraHOB 3pe- TOMMMYHHBIX, UH(MEKIIMOHHBIX U IPYTUX IIPOBOLMPYIOIIMX (ha-
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KTOPOB, a TakKe ayTOAHTUTEN U Cen(PUIECKUX ayTOPEaKTUB-
HBIX KJIETOK, IO KpaiiHeil Mepe B ne0ioTe 3abojeBaHus [1—5].
Cpenu AB3 BbiiensitotT 00J1€3HU KaK HaceACTBEHHOM MOHOTeH -
Hoi1 ipupoasl (MAB3), Tak M ¢ TTIOJIMTEHHBIM XapaKTepoM Ha-
CJIeIOBaHUS MPEIPACTIONIOKEHHOCTH.

Bnepsrie 06 AB3 crano usBectHo okoso 20 jet Hazan. Ce-
TOJHS TIPEIMETOM TLIATEJIbHOTO U3YyYEHMsI, pa3pabOTKU peKo-
MEHIAIUIi 110 AMATHOCTUKE, BEICHUIO, TAPTETHOW TEPAITiK SIB-
JISIIOTCST YeThIpe OCHOBHBIX MAB3, 1M MOHOTEHHBIE TIEPUOIU-
YecKHUe JTUXOPaIKU: ceMeitHash cpean3eMHOMOPCKasT TMXopaaKa
(Familial Mediterranean Fever, FMF), win nepunoandeckas 60-
JIE3Hb; MEPUOANYECKUN CUHIPOM, aCCOLMMPOBAHHBIA C peLeI-
TOpoM hakTopa Hekposa ormyxonn — @HO (Tumor necrosis factor
Receptor-Associated Periodic Fever Syndrome, TRAPS); runep-
IgD-cunnapom/nedunur MeBanonarkuHassl (Hyper-Immuno-
globulinemia D-syndrome/Mevalonate Kinase Deficiency,
HIDS/MKD); xpuonupuH-acCOUMUPOBAaHHBIE TEPUOIUYEC-
ckue cunapoMbl (Cryopyrin-Associated Periodic Syndromes,
CAPS) [2—11].

AB3 — XpoHMUYECKOE COCTOSIHUE, CYILIECTBEHHO YXYIIIalo-
1ee KaueCTBO KMU3HU O0JIBHOTO BCIIEACTBUE Pa3BUTHUST aMUTIOU-
11032, OpTaHHBIX HAPYIICHWI, BIUSHUS Ha (PU3NYECKYIO COCTaB-
JISTIONIYIO 3I0POBbS, (DEPTWIBHOCTh M JIETOPOXKIECHHUE, CeMeli-
HYIO ¥ TIpo(pecCHOHABbHYIO KU3Hb. K ToMy ke camo Hajaudue
penkoro 3ab0seBaHUSI HEU30EXKHO CBSI3aHO C COLIMATIbHBIMU U
TICUXOJIOTMYECKUMU MpobIeMaMu. Ype3BbIYaitHO CIIOXKHBIM BO-
TPOCOM SIBJISIETCST (PUBMYECKUIA W TICMXOJOTMUECKUI TIepexo
MalyeHTa oI HaOMI0IeHUE «B3POCIIBIX» CIICIIUATNCTOB, KOTO-
pble He Bcerma B IMOJHOM OObeMe BaaeroT MHbopMalueit 0o
3TUX PEAKUX COCTOSIHUSIX, MMO3TOMY OosibHbIe ¢ AB3 mureabHO
MPOAOIKAIOT HAOIIOAAThCS NeAUATPAMMU.

OCHOBHBIMU LIeJISIMU Tepanuu MAB3 sBISIIOTCSI KOHTPOJIb
WIN TIONABJIEHNE BOCTIAJICHUSI, TIPEAYTIPEKIeHUEe Pa3BUTUSI OC-

IIpuvenenne ullJI1 kanakunyma6a y nanuentos ¢ MAB3
The use of iIL1 canakinumab in patients with mAIDs

ITapametp FDA EMA

IToka3anue CAPS (FCAS, MWS)

[ara perucrpaiuu 17.06.2009 11.2009

Bospact/macca tena >4 ropa/ot 15 Kr

Joza 2—3 mr/kr, 10 150 Mr (Makc.) 2—8 mr/kr, 1o 600 mr (mMakc.)

YacToTa u 1yTh BBEIECHUS Kaxnpie 8 He,

CAPS (FCAS, MWS, CINCA/NOMID)

>2 ropa/or 7,5 Kr

Kaxnpie 8 Hex,

JIO)KHEHUI W OpPraHHbIX TMOBPEXICHWH, YIydlleHUe KayecTBa
JKU3HU OOJIbHBIX, CTPAJaONIMX OT XPOHUYECKOTO BOCHAINTEIb-
Horo npoiiecca. /1o Hauajna MpMMEeHEHKs B peBMaTOJIOTMY TEHHO-
WHXEHEPHBIX bnonornyeckux rpemnaparos ('MIBIT) BeneHue ma-
eHToB ¢ MAB3 mpenctaBisuio 6oJbIme CIOXHOCTU. KMcmob-
30BaHUE PA3TUYHBIX CUMIITOMATUYECKUX CPEICTB, B YACTHOCTHU
HECTepOUIHBIX TPOTUBOBOCIAUTEIbHBIX MpenaparoB (HITBIT),
AHTUTMCTAMUHHBIX M aHTUOAKTePUATbHBIX CPEICTB, 0Ka3aaoCh
HeabdexTuBHbIM. HazHaueHue rimokokoptukonnos (I'K) mpu-
BOIUT K YJIy4IIEHUIO, OHAKO TIOJTHOTO OTBETAa HE OTMEYaeTcs,
MPU UX OTMEHE WIM CHIDKEHUU M03bl BO3HUKAIOT PELMANBHI, a
MPU AJTUTEIBHOM MPUEME — XOPOLIO U3BECTHbIE OCIOXHEHUSI Ta-
Koli Tepanuu. EAMHCTBEHHBIM AEACTBUTENIBHO 3HAYMMBbIM MTOKa-
3aHueM st npuMeHenust 'K sgBisercs dedpuibHas MUaIrus
npu FME CuHreTnueckue 6a3ucHble MPOTUBOBOCIAIUTEIbHBIE
Tperaparsl (METOTpeKcaT, cyibdacara3H, MUKIOCIIOPUH A U
IIp.) TAaKKe He JaloT XeJlaeMoro pesyibrara [12—16].

VYuuthiBasi maroreHe3 OCHOBHBIX MAB3 U LieHTpalbHYIO
POJIb B Pa3BUTHH MIPOLIECCa ayTOBOCTIAJIEHUSI BEAYILIETO POBOC-
MaJUTEIBbHOTO IUTOKMHA — uHTepielikuHa (WUJI) 1, uHruou-
topel MJI1 (uMJI1) cranu ogHuMU U3 nepBbIX 3(PHOEKTUBHBIX
nipeniapatoB st JeueHuss MAB3. Hauunas ¢ 2009 1. B Heckob-
KUX MHOTOLIEHTPOBBIX ABOMHBIX CJETIBIX TU1a11€00-KOHTPOINPY-
€MBIX W MUJIOTHBIX UCCIIEI0BAHUSIX, B TOM YUCJE B PYTUHHOM
KJIMHUYECKOI MPaKTUKE, C BBICOKON CTEMEHbIO 10KA3aTeJIbHO-
CTU ObUIM MPOJEMOHCTPUPOBAHbI 3G (MEKTUBHOCTD U XOpouIast
nepeHocumoctb UMJI1 kanakunyma6a npu CAPS [17-27].
B Poccuiickoit Denepariuu 3TOT mpemnapar ObUT 3aperucTprupoO-
BaH 1o nokazaHuto CAPS B 2013 . (cM. Tabauiry).

XOTs B MUPE JaBHO M aKTUBHO UCTOJIb3yeTcst apyroit ulJI1 —
aQHAaKWHPa, — B Halllell CTpaHe OH 3aperrCTPUPOBAH JUILb B (heB-
pane 2021 r mns nmauveHtoB ¢ CAPS B Bospacte oT § mec
U crapiie ¢ Maccoii tena ot 10 Xr B mo3e 1—2 MT/KT B CYyTKWU.

Poccuiickas Denepanust

CAPS (FCAS, MWS, CINCA/NOMID)
05.03.2013

>2 ropa/ot 7,5 K1

2—8 mr/kr, 1o 300 mr (makc.)

Kaxmpie 8 Hen,

MOIKOXHO MOIKOXHO MOJKOXHO
Tokasanue HIDS/TRAPS/FMF HIDS/TRAPS/FMF HIDS/TRAPS/FMF
Jlara peructpanuu 23.09.2016 02.03.2017 17.11.2016

Bo3spacr/macca Tena Jletu 1 B3pOCIIbIE

Jo3sa <40 xr — 2 mMr/Kr
>40 kr — 150 mr
Jo 300 mr (Makc.)

Kaxneie 4 Hep,
MOIKOXKHO

Yacrora u IIyTb BBEACHUS

HGTI/I 1 B3POCJIBIE

<40 xr — 2 mMr/KT
>40 kr — 150 mr
Jo 300 mr (Makc.)

Kaxneie 4 Hen,
MOIKOXKHO

ety u B3pociibie

<40 xr — 2 mMr/KT
>40 xr — 150 mr
o 300 mr (Makc.)

Kaxnpie 4 Hej,
TOIKOXHO

ITpumeuanune. FDA (Food and Drug Administration) — YnpapieHue 1o caHUTApHOMY HaJ30py 3a Ka4eCTBOM TMHUIIEBBIX MPOIYKTOB U MEIMKAMEHTOB;
EMA (European Medicines Agency) — EBporieiickoe areHTcTBO JekapcTBeHHbIX cpenctB; FCAS (Familial cold autoinflammatory syndrome) —
CEeMEIHbII X0JIOI0BOI ayToBOCTIAIMTENbHBINM CUHAPOM; MWS (Muckle—Wells syndrome) — cunapom Makiia—Yasica, ayToBocHaauTebHOe 3a001e-
BaHUe, OTHOCSIIEECs K IPyIe KpUOMPUH-acCOIMMPOBaHHBIX Tiepuoarueckux cuHapomo; CINCA/NOMID (Chronic Infantile Onset Neurologic
Cutneous Articular/Neonatal Onset Multisystem Inflammatory Disease) — MianieH4eCKOe MyJIBTUCUCTEMHOE BOCTIAJIUTENIbHOE 3a00JIeBaHKE.
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B psinie oTKpBITBIX HEpaHAOMU3UPOBAHHBIX TPOCTIEKTUBHbBIX MC-
cJleIoBaHM, oImyonrKoBaHHBIX ¢ 2006 T., IMoKa3aHbI OBICTpOE
HactyruieHue a¢gdekra u 0e30MacHOCTb MPUMEHEHUs 3TOro
npemnapara y 6onbHbIx CAPS [16, 28—32]. MMmeroTcs cBeneHMs
00 MCTI0JIb30BaHUM KaHAKMHyMa0a U aHAaKUHPBI HE TOJIBKO TP
CAPS, Ho u nipu npyrux MAB3. B 2013 . 6but1 o1ny0JIMKOBaHbI
naHHele o 30 mauueHTax ¢ KOJXMUMH-pe3ucTteHTHoi FMF
(kpFMF), nmonyyaBimnx aHakKuHpy, U 4 manuveHTax, JeUeHHbIX
KaHakrHyMabowm [16]. B 2015 1. 4rc/I0 ONMCaHHBIX CITy4yaeB yBe-
nmmamiochk 10 64 u 40 coorBeTcTBEHHO. BO Beex mMyOIMKammsx
OTMEUEH XOPOIINil KITMHUYECKUI 1 JadbopaTopHbIii oTBeT. [1071-
HOro oTBeTa 0€3 PEeLMIMBOB M MPHUCTYIOB AocTurin 76,5%
OOJIBHBIX TPYIIbI aHAKUHPBI U 67,5% rpynmbl KaHaKWHyMaba
[16, 33—35]. Kpome Toro, ObUIO TTIOKa3aHO, YTO Y MAILlMEHTOB C
AA-aMUJIONTO30M TIPU MCTIONB30BAaHUM 00OUX MpEerapaToB Ha-
0JII0a]IOCh YMEHbIIEHUE MpoTeuHypun [16]. ¥V mauueHTOB C
TRAPS ormeueHb! BeicoKast addexkruBHocTh UMJI1 1 ero mpe-
BOCXO/CTBO Han aTaHepiienToM (DTLI), KoTopblii OHU MOTyYaIn
paHee. B MHOTroO1LIeHTPOBOM paHIOMU3UPOBAHHOM KOHTPOJIUPY-
emoM uccienoBanuu (PKM) CLUSTER onenuBanuch addek-
TUBHOCTb 1 0€301aCHOCTb KaHaAKMHYyMa0a Mpu OCHOBHbIX MAB3 —
TRAPS, HIDS u xpFME Ero BaXXHbIM UTOTOM CTaJjla peTUCTpa-
1MsT KaHaKMHyMa0a mpu 3TUX 3a00IeBaHUSIX B MUPE U B HOSIOpe
2016 . B Pocuniickoit @enepariuu (cM. Tadnuity) [14—16].

Eme ogun ulJI1 — puioHauent — He 3aperucTpUpoOBaH B
Poccun, omHako B IPYrMX cTpaHaX OH WCITOJIB3YeTCsl Hapsimy C
aHaKMHpOIi npu jeueHun MAB3 [16, 36].

B cucrematrnueckom 0630pe, TOCBSIICHHOM IIpUMEHE-
Huto 'MBIT npu MAB3 ¢ 2000 mo 2017 rr., mpoaHaIu3MpOBaHbI
pe3yibrathl 72 MccliefoBaHUii, Kak MHoroueHTpoBbix PKU,
TaK U NMUIOTHBIX [37]. Bonee monoBuHBI pabOT ObLIN OIYOJIM-
KOBaHBI B IOCIeIHMe 5 JieT, 38 U3 HUX MPOBEICHBI B €BPOITEii-
ckux ctpaHax 1 9 — B CILLIA. B 1ie1oM B uccienoBaHust ObUIU
BKJIFOUCHBI U JeTH (MUHUMAJbHBIA BO3pacT — 44 nHA), U
B3pOCJIble TMAalMEHThl (MakKCUMaldbHBIN Bo3pact — 80 Jer)
[36—38]. JlnuTenbHOCTh HAOIIOAATEbHBIX NCCIIEIOBAHMIA ObI-
Jla pa3/IMuHOM: OT 4 Mec 110 5 1eT. YUUThIBAJICS MOJTHbINA WU Yya-
CTUYHBIN OTBET Ha Tepanuio. KaHaknHymMab ¥ aHaKMHpa Jarie
HaszHavanuch mpu CAPS u HIDS/MKD, B To BpeMs kKak DTL]
Hapsily ¢ KaHaKMHymMaboMm M aHakuHpoit — mpu TRAPS [37,
39]. Mpu npumenenuun ODTL y mnaumentoB c¢ CAPS
(CINCA/NOMID) nonyuyeH maoxoit otBet [37], a 06 achdek-
TUBHOCTU Touwiudymaba (TL3) y psaa Takux O0JbHBIX UMeE-
[0TCsI MpOTUBOpeurBBIe cBeneHus [16, 37]. [Ipu HIDS/MKD
MpeanoyYTeHre oTaaBajoch KopoTkoaehcTBytomum uMJI1
(aHakuHpa), XoT4, 1o naHnHbIM PKHW, kaHaknmHyMa0 TakKe ObLT
BeICOKOA(dekTuBHBIM |14, 37, 40]. J. Kuemmerle-Deschner u
coaBT. [37] npu 5-1eTHeM HaOMIOAEHUM 3aperucTPUpPOBAIU
MOJIHBIM OTBET HAa KaHaKMHYMab y Bcex 0osbHbIX. [Ipu olileHKe
0e30MaCcHOCTH JIeYeHUsI B IPOBEIEHHBIX UCCIICIOBAaHUSIX ITOKA-
3aHa XOpoIas MepeHOCUMOCTh KaHaKMHyMaba, B TO e BpeMst
Yy YacTH TalMeHTOB pa3BUBAIMCh MECTHBIE KOXHBIC peaKInu
Ha BBeneHUe aHaKUHPBI 1 DTLI.

Psn ucciaenoBaHuii ObUT MOCBSIILIEH TIEPEKITIOUEHUSIM MEXKILY
uMJI1, B ocHoBHoM nipu CAPS (11 cayyaes) u HIDS/MKD (3),
C aHaKUMHPbI Ha KaHakuHyMab (9) u Haobopot (3) [37, 41, 42].
Hawubonee pacrpocTpaHeHHBIMU MTPUIMHAMY CMEHBI aHAKWHPBI
Ha KaHaKMHyMa0 SIBJISUIMCh HemocTaTodHasl 3((GEeKTUBHOCTD,
CJIO’KHOCTY TIPOBEICHMS YaCThIX, €XXeTHEBHBIX MHBEKIIMI, KOX-
HbIe PeaKklIMy B MEeCTe BBEACHUSI, a TAaKXKe JUYHbIE MPEANouTe-
HUs nauyeHToB. [IpuunHaMu oGpaTHOro nepekaodeHus (¢ Ka-
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HakMHyMa0a Ha aHaKWHPY) 4Yallle BCero ObUIM HeaaeKBaTHBII
OTBET Ha JIeUeHUe, pa3BUTHE HEXeIaTeIbHBIX SIBJICHUH, a TAaKKe
0GepeMEeHHOCTb, TIPU KOTOPOI TIPEATIOYTUTEICH TIPUEM aHAKWH-
PHI KaK KOpPOTKOeHCTBYoIIero npemapara [37, 43]. CBeneHuid,
Kacatomumxcst ucronab3oBanusa T3, nadaukcnmada (MH®) u
ananumymaoa (AA) nmpu MAB3, B uTepatype HEIOCTaTOYHO,
MOCKOJIbKY MPU JAAHHBIX COCTOSIHUSIX 3TU IMpernapaTthl MKXPOKO
HE MPUMEHSIIOTCS U O(ULMATBLHO HE PETUCTPUPOBaHbI. Dddek-
tuBHOCTh T3 mokaszana y enmHUIHBIX 607bHBIX FME, TRAPS
u HIDS/MKD nipu HeadbdexkTuBHOCcTH NMJI1 M npyrux mpemna-
patoB [16]. ITo HeKOTOPBIM HaHHBIM, Y 64—75% GOIBHBIX C aMK-
nounno3oM, accounnpoBaHHbiM ¢ FME tepanus TL3 mo3Bosnsi-
Jla YCMEIIHO KOHTPOJMPOBAaTh AaKTUBHOCTh 3a00J€BaHUS W
YMEHBIIIATh TPOTEUHYPUIO, OTHAKO TIOCTIe TIPeKpaIleHUs Jiede-
HWS IPOTEWHYPUSI HapacTasa, a Py ero BO30OHOBJIEHNU BHOBb
cHxanack. Teparms nlJ16 okaszanach 3p(heKTUBHOI U Y HEKO-
Topbix maimeHToB ¢ TRAPS n HIDS, pesuctentHbix K ullJI1 n
unruouropam PHOo (MPHOw), B oTinuure ot 60nbHBIX CAPS,
Yy KOTOPBIX MOJTYYEH OTPULIATEIbHBIN pe3yabTar [16]. Y 60MbHBIX
FME, ocobeHHO 1pu coYeTaHUU ¢ XpPOHUYECKUMMU CYCTaBHBIMU
MposiBIeHusIMu, ¢ ycrnexoMm mnpumeHsuiuch uOHOo (DTLI,
AJIA, UH®), uT0 m03BOIMIO BKIIIOUUTh UX B COBPEMEHHBIC Pe-
KOMeHIaluu 1o BeaeHuto namueHToB ¢ FMF [8, 15, 16, 44—46].
ITo nannbIM peructpa Eurofever, mojHbIi MK YaCTUYHBIN OTBET
Ha Tepanuio DTLL 611 monyyeH y 7 U3 9 nalKeHTOB, Ha Teparuio
NH® — nonHbIil 0TBETy 7, YacTMUHBIN y 8, Ha Tepanuio AJJA —
TIOJTHBIN OTBET Yy 3, YaCTUYHBIN y 2; Tipu ucronb3oBaHuu DTLL
(n=121) ny4imme pe3ynabTaThl JOCTUTHYTH y 60nbHBIX TRAPS:
y 88% 3¢ deKTUBHOCTD ObLTa YAOBIETBOPUTEIBHOI, B TOM YUCIIC
y 26% 3aduKcUpoBaH IMOJHbBIA OTBET, IPY 3TOM aTakKu J1UOO He
BO3HMKAIM, JIMOO CHUXAIaCh MX MHTEHCUBHOCTb, OJHAKO CO
BpEMEHEM pa3BuBajach BTopuuHas HeaddekTuBHOCTh [12, 13,
16]. TIpumenenue apyrux uGHOo (MH® u AJIA) ipu TRAPS
aCCOLIMMPOBATIOCH C TIOSBIEHWEM TAapOJOKCABHBIX PeaKIInid,
oTcyTcTBUeM 3¢ dexra wim yxyameHuem [12, 13].

Kaunuueckoe nadarodenue

Iayuenmra C., 43 n1em, enepguvie oopamusacy 6 PI6HY «Ha-
YUHO-UCCcAe008amenvcKull uHcmumym peemamonoeuu um. B.A. Ha-
coHosol» 6 mae 2015 e. Anamues 3a604e6aHuUs: OOAbHA C POHCOCHUS.
3abonesanue 0ebroMUpo8aANO ¢ KONCHBIX MAKYA0IPUMEMANOZHBIX U
YDPMUKAPHBIX 8bICHINAHULL, KOMOpble 8 OanbHelulem HOCUAU NPaK-
muuecku NOCMOAHHbIL Xapakmep, nodsema memnepamyps. 00
38,0 °C ¢ 03nobom. B 5 nem 6o3nuiau 604b U npunyxatue 8 0OHOM
U3 KOAEHHbIX CYCMAgos ¢ oepanuyeHuem osuxceruil 6 nem. Cum-
NMOMbL NPOUIAU CAMOCMOSMENbHO 6 meyenue 1 ned. B nocaedyro-
wem nepuoouqecku Oecnokouau peuuousvi 604U U NPUNYXAHUS 8
000UX NYHe3aNACMHBIX, NOKMEBBIX U KONCHHbIX CYCMABAX, MEAKUX
cycmasax kucmeil u cmon, Komopwle ¢ 13 aem cmanu exceredens-
HolMu. B 5—6 1em nosasunoce nokpachenue enas ¢ pesKum ycuneHu-
em cumnmomamuxu ¢ 13 nem. Ipaxmuuecku 6 3mo xce apems (¢ 6
Aem) — peyuousUPYWUN aghmosHblil cmomamum, peyuousupyo-
wue 6oau 6 ycueome (¢ 6—7 aem). B maadwem wixonvnom 6o3pacme
Habardanoce yeeauueHue ueiHslx aumgpamuueckux yznroe. C 17 1em
8 AHaAU3ax Kposu onpedensncs aetikoyumos 0o 27-10°/a, no nogo-
dy KOmopoeo 00c1ed08anace y eemamonoea (8binoAHeHa CMepHANbHAs
NYHKYUs, eemamoonkonocuveckas namonoeus uckaovena). C 21 eo-
0a — KOHBHOHKMUBUM, CHAYANA €20 CUMNMOMbL 603HuKau 1 pas 6
2 ned, k 40 eodam — nocmosantno. C 36 rem — edxncednegnas 6onb 6
okononynouHoi oonacmu. Tlocmosnroe nosviuerue ocmpoghazosvix
mapkepos: COD — do 35 mm/u, CPE — do 18 me/n. B 39 aem — snu-
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Puc. 1. Koxcnoie nposieaenus MWS y nayuenmiu C. do (a, 6)
u Ha gone (8, 2) mepanuu uMJl1
Fig. 1. Cutaneous manifestations of MW in patient S. before
(a, b) and during (c, d) ilL 1 therapy

13 &

Puc. 2. Opmanvmonoeuueckue nposeaerus MWS'y nayuenmru
C. do (a) u Ha ¢one (6) mepanuu ulJjl1
Fig. 2. Ophthalmic manifestations of MWS in patient S. before (a)
and during (b) ilL1 therapy

300 agpm eenumanuii. [locmosHHo ommeuaem 8110cmb, cA1AO0CMb,
ObICIPYIO YMOMASEMOCMb, COHAUBOCMb, CHUMNCEHUE pPabomocno-
coonocmu. B 2015 e. npu o6caedosanuu ¢ OPI'BY «Hayuonanrvhoii
MeOQUUUHCKUU UCCAe008amMenbCKull YyeHmp eAa3Huix 00Ae3Hel UuM.
Tenvmeonvya» Mumnzopaséa Poccuu ouaenocmuposana ducmpoghus
cmpombl po2osuybl. B mom gce 200y no danuvim ayouoepammol 8bl-
senena Heilpocercopras myeoyxocmo I cmenenu. Ilpu monexynsp-
Ho-eeHemuueckom uccaedosanuu eena NLRP3 (CIAS1) onpedene-
Ha namoeennas mymayus p Thr350Met (c. 1049C>T). 3a epems na-
6ar00enus nposodunocy cumnmomamuyeckoe aewenue (HIIBII, an-
MmuUCMamunHble U aMUHOXUHOAUHOBbIE NPeNnapamol), KOmMopoe He
dano pesysvmama. Conymemayiowue 3a604e6anus: 136eHHaAs 60-
AN€3Hb 08EHAOUAMUNEPCMHOL KUWKU, XPOHUYECKUEe NAHKPeamum u
mou3uarum, ough@hysHolil 306 2-ii cmeneHu.

Ha ocnosanuu anammuesa, scanrod, 0aHHbIX 00c1e008aHUS YC-
manoenen OUazHo3: KPUONUPUH-ACCOYUUPOBAHHBII NePUOOUYEeCKUL
cunopom: cunopom Maxna—Yannca (MWS). C okmsabps 2015 e.
nayuenmie HasHavena mepanus KaHakuHymaoom é doze 150 me
nookooxcHo 1 pasz 6 8 ned. Ilonyuen noausiit omeem Ha mepanuro:
Haba0an0ch yayuuieHue ooueeo coOCmosHus, Kynuposauue oouie-
KOHCMUMYUUOHAAbHBIX CUMIMOMOS, CbinU, OpyeUux CUCMEMHbIX

B80CNANUMENbHBIX U OP2AHHBIX NPOseaeHull 3a6oresanus (puc. 1),
HOpManu3ayus ocmpoghasossix Mapkepos, 60CCManosaeHue pabo-
mocnocobHocmu. OmmeueHo 3HaA4umMenbHoe YAy4uleHue 2Aa3HbIX
cuMnmomog (puc. 2), KOHsIOHKIMUGUM He peyuduguposan, 00HaKo
NOIH020 B0CCMAHOBACHUS 2AA3HBIX CMPYKMYD (Oucmpoghust po2ou-
Ybl) U cayxa no 0aHHbIM ayouoepammsl He docmuerymo. [lepenocu-
MOCmb mepanuu 0biaa y008AemeopumenbHol.

Cemetinbiii anamues: y colha nayuenmiu 6 14 nrem nodmeep-
acoen eenemuuecku MWS. C 2015 2. on makoice noayuaem Kanaxu-
HYMab ¢ NOAHBIM OMBEMOM HA Mepanuio.

Oo6cyxnenne. /laHHOe KIMHUYECKOE HAOJIOAEHUE TEMOH-
CTPUPYET OOJIBIIYIO 3aAEPXKKY C YCTAHOBJIEHMEM IHarHo3a (ue-
pe3 43 roza rmociie MosIBJIEHUS EPBBIX CUMIITOMOB) Y MallUeHT-
ku ¢ CAPS (MWS) u BbIpaskeHHBIN TTOJIOXUTEIbHBIA OTBET Ha
teparmuio nlJI1, cBoeBpeMeHHOe Ha3HAYeHNEe KOTOPOTO MOTJIO
OBl TIPENOTBPATUTH PA3BUTHUE CEPHE3HBIX, TPYAHOOOPATUMBIX
OpraHHbIX MOBPEXACHUN.

MAB3 00beIUHSIOT TpyIIy OoJie3Hel, XapaKTepu3yio-
LIMAXCS TOBTOPSIIOUIMMHUCS 3MU301aMHU CIIOHTAHHO BO3HUKAIO-
1ero HenHMEKIIMOHHOTO BOCTIAJIEHUsI C U3BECTHOI TeHeTUYe-
ckoit mpupomoii. borpmmHcTBO MAB3 MMeroT Tskenoe Tede-
HUE U CEPbE3HBIN MPOTHO3, KOTOPBIN 3aBUCUT OT CBOEBPEMEH-
HOI AMAarHOCTMKHU M paHHEro Havaja tepanui. JleueHue Takux
nalueHToB npejacTapiasier oonbiine TpyaHoctu. TMBIT npu
MAB3 yxe npoyHO BOIUTH B KIIMHUYECKYIO MPAKTHUKY, OMBIT UX
WCTIOJIb30BaHUS TIPU peBMaTHUeckux 3abosneBaHusix (P3) Ha-
CUUTBIBAET HE OJUH JeCsATOK JieT. OMHAKO MPenMyIIeCTBeHHOe
npumeHenne *GHO«o, ulJ16 u apyrux 'MBII npu 0CHOBHBIX
P3 y neteii He MO3BOJISIO B MOJHOM Mepe OLIEHUTh 3¢ (MEKTUB-
HocTtb UMJI1, KOTOpBIE CErofHs CTajlu TapreTHOW Tepamueit
MAB3. Ycnemnoe BHeapenue ulJI1 npu nepruoanyeckux Jim-
XOPalOYHBIX CUHAPOMAX PacIIMPWIIO WX WCIIOJIb30BaHUE TIPU
npyrux P3, nMmerommx ayToBOCIaTUTENbHYIO TIPUPOJTY, — CHC-
TeMHOM oBeHUJIbHOM apTpute (clOA), Gonesnn Crumia y
B3pociabix (BCB). Dddekr kaHakMHymMaba, HabIOTaEMBbII YXKe
B MEpBbIE THU IOCJIE Hayaja Teparuy W COXPaHSIOLIUICS B
JalbHENHIIEM, MOXHO OLIEHUTh KaK OTIMYHBINA B TUIAHE KOHT-
pOJISI CUCTEMHBIX TIPOSIBIIEHUH y BCeX OOJbHBIX, HE3aBUCUMO
OT Bo3pacTa. Pe3ybraTel JiedeHUsI B OUepeTHON pa3 MOATBep-
xknatoT ponb MJT1H Kak kimoueBoro ¢akTopa B MaToreHese oc-
HOBHBbIX MAB3.

OnbiT npumenenus: TMBIT y nanmenToB ¢ MAB3, orpanu-
4YeHHBI B ocHOBHOM MWJI1, moka3as BeIpaskKeHHBIN OTBET Ha
TEparnuio, B MEPBYIO OYepelb Y IeTeil U B3POCIbIX C pa3InIHBI-
mu perotunamu CAPS. [Toka 3TOT ONBIT HEBENUK, YTO CBSI3aHO
C PEIKOCTBIO MATOJOTUU U OTHOCUTEILHO HEIABHUM TTOSIBJICHU -
em ulJI1 B Poccun.

Hecmotpst Ha ycriexu, JOCTUTHYTBIE 3a MOCJIEIHUE OBl B
JneyeHur MAB3, B aT0I1 00s1acTU OcTaeTcs psiji BOIPOCOB, HA KO-
TOpBIE elle TOJIBKO MPEACTOUT OTBeTUTH [20]:

* Kak vacro mamveHTs ¢ MAB3 HyXnaioTcs B Ha3HAYeHUN
TUBIT?

e KakoB «mopTper» mauueHTa, KOTOPOMY TTOKa3aHbI
TUBIT?

* Kak onpenenutsb pe3aucteHTHOCTD K Jtooomy 'MBIT y ma-
IMEeHTOB ¢ MAB3 niu HemoCcTaTOYHBII OTBET Ha HETO?

¢ KakoBo «TepamneBTUUECKOe OKHO» IS MHULIMMPOBAHUS
TUBIT?

¢ Kakoit uz 'MBII cnenyeT ucnonb3oBaTh B TEPBYIO OUe-
pean?

Cospemennas peemamonoeus. 2021;15(6):95—100



COBPEMEHHAA PEBMATONOTIWA Ne6’21

KNUHUYECKHE HABNWAEHUA / CLINICAL OBSERVATIONS

* Korma nepeximouaTh mauueHTa Ha apyroit MBI u kakoit?
* Kak nponemoHctpuposath Biusinue ' MBIT Ha npoduna-

KTUKY BTOPUIHOTO aMuUIono3a?

e KakoBa TakTWKa BeIeHUs MALMEHTOK, MOIyYalOlInX
T'BI1, Bo BpeMst 6epeMEHHOCTH U B IIEPUOI JIAKTAILIM ?

» Kak yBe1MuMBaTh MHTEPBAJIbI MEXIY BBEACHUSIMU Mperia-
paToB U BO3MOXKHO JIX BOOOLIE MpeKpalleHre JI000T0 JIeUeHUs

MPpY Pa3BUTUU peMUccun?
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