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CINCA/NOMID - pepkuii aymosochanumenbHblll CUHAPOM
B npaKkmuKe pesmMamonora. Onbim guarHocmuku,
BeAeHUA U mepanuu uHrubumopamu unmepneilkuna 1

Canyruna C.O., ®enopos E.C., Topramuna A.B.
DIBHY «Hayuno-uccaedosamenvckuii uncmumym peemamonoeuu um. B.A. Haconoesoii», Mockea
Poccus, 115522, Mockea, Kawupckoe wocce, 344

Ileav uccaredosanus — npedcmagume onvim OUAeHOCMUKU, 8e0eHUs U mepanuu uxneuoumopamu unmepaeiikuna 1 (uMJll) y nayuenmog c
CINCA/NOMID, no darmvim poccuiickoeo (edeparbHo2o peémamosocuteckKo20 ueHmpad.

Mamepuaa u memooot. C 2007 no 2023 2. 6 uccredoganue sxaouero 8 nayuenmog (7 mysucckoeo noaa) é gospacme om 10 mec do 33 rem,
cpedu Hux 3 ¢ oaumenvHocmoio 3ab6oneganus 6onee 10 aem (13, 17 aem u 33 eoda). Bcem nauuenmam 0bia0 nposedeHo ceHemu4eckoe
mecmuposanue, 8 6 cayuasx eviseieHv. mymayuu 6 eehe NLRP3.

Pezyavmamot u o6cyxcoenue. Bozpacm debioma 3ab6onesanus éapvupogaics om 0 0o 6 mec. 3adepicka OuazHOCMUKU U HA3ZHAYEHUS MePanuu
cocmasuaa om 10 mec do 33 nem. Bce nauuenmut umenu kaaccuueckue nposienenus CINCA/NOMID, eéxarouas auxopadky, ceinb, nopaxcerue
uermpanvroil Heperoii cucmemwt (LIHC), nosviuernue COD u yposus CPb, y 6 u3 Hux evis61eHbl CycmasHvie, y 7 — 2Aa3Hble NPOAGACHUA U Y 6 —
HetipocencopHas myeoyxocms. B 1 cayuae obnapyycen amunoudos. Beem 6oavhbim Oviau Hasnauenvt uMJI1. Y 6 nayuenmos npumensiace
aHnakunpa (y 5 — 6 kauecmee nepsoii, y 1 — emopoii aunuu mepanuu) ¢ NOA0JICUMENbHBIM OMEEMOM; 8 nocaedyioujem 2 u3z ImMux 60AbHbIX
nepesedenvl Ha KaHakuHymao 6 pexcume 1 pas é 4 ned (y 1 nauyuenma ommeuero yxyouleHue u emy 6H08b Ha3Ha4eHa aHakunpa). Kanakunymab
noayuanu 5 601vHbIX (3 — 6 Kauecmae nepeoii, 2 — emopoil aunuu mepanuu), 1 nayuenm 6vin nepegeder Ha AHAKUHPY U3-3d HeOOCMAMO4HO20
aghgpexma co cmoponwl [[HC. Omeem na mepanuto uMJI1 Obin nososcumenvHoiM y 6cex nayueHmos, 00HAKO Y 4acmu U3 HUX OH 0KA3dAcs
HENOAHbIM 8 CBA3U C MANCECHbIO NPOAGACHUT U HAAUYUEM HEOOPAMUMBbIX OP2AHHbIX HAPYUICHULL.

Sararouenue. I[layuenmo: ¢ CINCA/NOMID umetom msicenoe meuenue 3a0601e6anus u naoxoi npoeHo3s. B cesasu ¢ smum onu Hyscoaromes 6
pannem naznavenuu uMJI1. Ipu nopaxcenuu [[HC npednoumumensro npumeneHue aHaKuHpsl, NOCKOAbKY OHA XAPAKMEPU3YEMCsl AYHULUM
NPOHUKHOBEHUEM Hepe3 eeMamodHyearuveckuii bapvep u, coomeemcmeenHo, 6oavuleil IpeKxmusHocmvlo; 8 OalbHelueM 803MONCeH
nepegod nauyuenma Ha KAHaKUHymab, 00HAKo 045 OOCMUDICeHUs NOAHO20 Omeema uHo20a Heobxo0umo yeeauveHnue 003bl npenapama u
coKpaujeHue UHmMepeana mexucoy 68e0eHusIMu.

Karoueswte crosa: cundpom CINCA/NOMID; kpuonupun-accoyuupogartsie nepuoouteckiie CUHOPOMbL, mepanusi; UHeUOUMOopsl UHMepAeUKUHA
1; anakumnpa; kaHakuHymao.

Konmaxmoi: Ceéemaana Oneeoéna Canyeuna; pafonl@yandex.ru

Jlas ccoraxu: Canyeuna CO, ®edopoe EC, Topeawuna AB. CINCA/NOMID — pedxuii aymogocnanumensHolii CUHOPOM 6 NpaKmuxe
pesmamonoea. Onvim duaeHocmuku, edeHus u mepanuu uneuoumopamu unmepaetikuna 1. Cospemennas peemamonoeus. 2024;18(2):25—
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CINCA/NOMID is a rare autoinflammatory syndrome in rheumatological practice.
Experience of diagnosis, management and therapy with interleukin- 1 inhibitors
Salugina S.0., Fedorov E.S., Torgashina A.V.

V.A. Nasonova Research Institute of Rheumatology, Moscow
134A, Kashirskoe Shosse, Moscow 115522, Russia

Objective: to present the experience of diagnosis, management and therapy with interleukin- I inhibitors (ilL 1) in patients with Chronic Infantile
Onset Neurologic Cutaneous Articular/Neonatal Onset Multisystem Inflammatory Disease (CINCA/NOMID) according to the Russian Federal
Rheumatological Center data.

Material and methods. From 2007 to 2023, eight patients were included in the study (7 men) aged 10 months to 33 years, including 3 with a
disease duration of more than 10 years (13, 17 and 33 years). Genetic testing was performed in all patients and mutations in the NLRP3 gene
were identified in 6 cases.

Results and discussion. The age of onset of the disease ranged from 0to 6 months. The delay in diagnosis and prescription of therapy ranged from
10 months to 33 years. All patients had the classic manifestations of CINCA/NOMID, including fever, rash, central nervous system (CNS) in-
volvement, elevated ESR and CRP levels, 6 patients had articular manifestations, 7 had ocular manifestations and 6 had sensorineural hearing
loss. Amyloidosis was detected in 1 case. All patients were prescribed ilL 1. Anakinra was used in 6 patients (in 5 as the first line, in 1 as the
second line therapy) with a positive response; subsequently 2 of these patients were switched to canakinumab once every 4 weeks (1 patient de-
teriorated and was readministered anakinra). Five patients received canakinumab (3 as first-line therapy, 2 as second-line therapy), 1 patient
was switched to anakinra due to insufficient CNS response. The response to ilIL I therapy was positive in all patients, but incomplete in some of
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them due to the severity of the manifestations and the presence of irreversible organ damage.

Conclusion. Patients with CINCA/NOMID have a severe disease and a poor prognosis. In this context, early administration of ilL 1 is necessary.
In the case of CNS involvement, the use of anakinra is preferable, as it is characterized by better penetration of the blood-brain barrier and is
therefore more effective. Later it is possible to switch the patient to canakinumab, however, to achieve a complete response, it is sometimes
necessary to increase the dose of the drug and reduce the interval between doses.

Keywords: CINCA/NOMID syndrome; cryopyrin-associated periodic syndromes (CAPS); therapy; interleukin-1 inhibitors; anakinra;

canakinumab.
Contact: Svetlana Olegovna Salugina; pafon 1 @yandex.ru
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CINCA/NOMID (Chronic Infantile Onset Neurologic
Cutaneous Articular / Neonatal Onset Multisystem Inflammatory
Disease) — penkoe (opdanHoe, OMIM 607115) MoHOreHHOE
ayTOBOCIAJIUTENTbHOE 3a00JIeBaHKE, aCCOLIMMPOBAHHOE C MyTaliei
B reHe NLRP3 [1]. Ero yactora coctasisier 1:1 MJIH HaceaeHus:
[1]. OTO omMH U3 caMBIX TSKEJIBIX BADMAHTOB KPUOTTMPUH-ACCO-
LUUPOBaHHBIX Tiepuonndeckux cuHapoMoB (KATIC — Cryopy-
rin-Associated Periodic Syndromes, CAPS). CINCA/NOMID
BriepBble onucaH B 1973 1. J. Lorber [2], B 80-e roabl mpeacTaBieH
Kak oMnpeaeieHHbIN KIMHUYeCKUii TUI 3a00eBaHus A.M. Prieur
u C. Griscelli [3—6], a B najibHei1IeM 1 APYTUMU aBTopami [1,
7—9]. Xapakrtepu3syercsi paHHUM Ae0I0TOM, YacCTO C POXKICHUS,
33—55% neteit poxkoarOTCsl MPEXKAEBPEMEHHO C MaJIOil Maccoi
tena [1, 8]. BusurHoii kaproukoit CINCA/NOMID Hapsiny ¢
JINXOPAOYHBIM CUHAPOMOM SIBJISIETCSI BOBJIEUEHUE B MPOLIECC
TpeX CUCTeM OpraHu3Ma: KOXH, CyCTaBOB Y LICHTPAIbHOI HEPBHOM
cuctembl (UHC) [1, 8]. 3a0osieBaHrEe MMEET XPOHUUYECKOE, TTEP-
cuctupyioiee tedeHrne. CUCTeMHBIE MPOSIBICHUS] BKIIOYAIOT
JINXOPANKY, ChIlb, OOIIEKOHCTUTYIIMOHAIBHBIE CUMITTOMBI, Op-
raHHble HapyueHust co cropoHbl LIHC, cycraBoB, a3 [1-8].
TMopaxenue LIHC B Buae XpOHMYECKOIO acenTUYECKOIO Me-
HuHruta (90%), MPOTEKAOIIEro ¢ TOJIOBHOW 00JIbI0, MHOTIA
PBOTOM, pa3apakMUTeTbHOCTBIO, UMEeT BaKHOE 3HAUEHUE U SIB-
JISIeTCST XapaKTePHBIM TIPU3HAKOM TTPAKTUIECKU Y BCeX OOIBHBIX
CINCA/NOMID, B otmnune ot apyrux KAITC. PazBuBaroriasicst
BHYTpUYEpENHas TMMEePTEeH3Us] MPUBOAUT K ruapouedanuu,
MO3HEMY 3aKPBITUIO IEPETHEr0 POAHUYKA, 3aIePKKE YMCTBEH-
HOTO Pa3BUTHS ¥ (POPMUPOBAHNST BBICIIIMX KOTHUTUBHBIX (OYHKIIUI
(70%) [10]. HeiipoceHcopHas TYTOYXOCThb, KOTOPas! BBISIBIISIETCS
y 75% mnaiueHToB, OOYCJIOBIEHA XPOHUUYECKHUM BOCIAICHUEM
ynuTKu (cochlea), pacro3HaBaeMbIM ITPY MATHUTHO-PE30HAHCHOI
tomorpaduu (MPT); HapyleHMe ctyXa MOsIBISIETCSl OYeHb PaHo,
MPAKTUYECKU C TIEPBBIX JHEN 0OJI€3HU, B MPOTUBOIOJIOXKHOCTh
cunapoMmy Makna—Yamiaca (Muckle—Wells syndrome, MWS),
TPY KOTOPOM OHO BO3HUMKAET B IMOAPOCTKOBOM BO3pacTe WIN Y
MOJIOIBIX B3pocibIX [1, 8]. @opMupyrOTCS ¢CBO€OOpPA3HBIN TUIT
JM1Ia, Yeperna, 10a, CeUTOBUAHBIN HOC, MaKporiedanusi, U3BMEHEHUST
HOTTEBBIX IJIACTUH IO TUITY «4aCOBBIX CTEKOJI», HE CBSI3aHHBIE C
JIETOYHBIM MopaxxeHueM. JlabopaTopHble MapKepbl — IMOBBILIEHNE
octpodazoBbix nokazareseit (COD, yposHst CPb, ceiBopoTouHOro
amwionga A — CAA). [Ipu MPT ormeuarores paciivpeHue xe-
JIyI0YKOB M aTpodus rojoBHoro mo3ra [1, 8, 10]. MHorma moryt
pa3BUBATHCS cHacTUYECKass TUILIETUS] U SMUIENTU(hOPMHBIT
cunapom [1, 8, 10].

OT TpeTH 10 MOJIOBUHBI OOJIBHBIX YK€ K IBYXJIETHEMY BO3PACTY
WMEIOT TSDKENyI0 apTpomaTHhio, OOYCIIOBICHHYIO YCKOPEHHBIM
poctoM MeTadun30B 1 AMUOU30B UIMHHBIX TPYOUIATHIX KOCTEH 1
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OBICTPOIT OccudUKaLIME simep OKOCTEHEHHsI, a TAKXKE pa3pacTa-
HMEM Xpsiia. BelcTpo BO3HUKAIOT criubaTebHbIe KOHTPAKTYPhI
CyCTaBoOB, (YHKIIMOHAIbHASI HEAOCTATOYHOCTb M HapylIEHUE
OTIOPOCTIOCOOHOCTH, UTO 3aTPyIHsIET (hOPMUPOBAHUE HABBIKOB
Xonb0Obl y pedenka [ 1, 8]. [lta3Hble TposBIeHUS BKITIOUAIOT KOHb-
IOHKTUBUT, riepeanuii (50%) wiu 3agnuit (20%) yBeut, MHOTIA
HEBPUT 1 aTpO(UIO 3PUTETTHHOTO HEPBA, MPUBOSIINE K CHUXKEHUIO
3peHus y 25% U caenote y noJOBUHBI OOJbHbBIX [1—8].

Accoupanus 3a6oneBanus ¢ reHoM NLRP3 Oblia BeIsIBIeHA
B 2002 . [1, 4, 8], oniHaKo 3Ta MyTalysi OOHAPYXXUBAETCsI TOJIHKO
y 50—60% GonbHbIX. TUIT HACIEIOBAHUS — ayTOCOMHO-TOMMU-
HaHTHBII. BonbmmHCTBO ormicaHHbIX ciaydaeB CINCA/NOMID
BCTPEYAIOTCS CMOPAJANYECKH, XOTS MMEIOTCS JaXe ceMeliHble
HabmoaeHus [9], KoTopble BO3MOXKHBI TOJILKO Oy1aronapsi ycrexam
B TEpanuu 3TOro 3a00JEeBaHUSI U YIYYIIEHUIO BBLKUBAEMOCTU
ManueHToB. Pa3BuTre aMuionao3a u paHHsIsi THOEJTb TTAlleHTOB
00YCITOBIMBAIOT HEOIATOTIPUSTHBIN TTPOTHO3.

C yueToM Beay1eit poiu uHtepieiikuna (KMJ1) 1 B maroreHese
KAIIC ocHoBHas1 TapreTHasi Teparusl BKIOYaeT paHHEe U aK-
THUBHOE NpuMeHeHue nHruoutopos UJI1 (uJ11). Ha ocHoBaHuM
pe3yJbTaTOB MHOTOYMCIEHHBIX MCCIEAOBAaHUUN NJIs1 JeUeHUS
KATIC, B Tom uncie CINCA/NOMID kak HauboJiee TsSKeJaoro
13 TUX 3a00JIeBaHUIA, NCITOIB3YIOTCS JIBa TIperapaTa; KaHaKu-
HyMab (PEKOMOMHAHTHBIE YeJI0BEYeCKIIe MOHOKJIOHAIbHBIE aH-
tutena k MJI1), koropsrii 3apeructpupoBan B EBpore u CILA ¢
2009 r., B Poccuiickoit @epeparuu — ¢ 2013 . B mo3e 2—4 Mr/Kr
1 pa3 B 8 HeJ MOAKOXHO, U aHaKMHpa (PEKOMOMHAHTHBIN pac-
TBOPUMBII aHTaroHUCT petienTopoB K MJI1), 3aperucrpupoBaHHas
B CIIA B 2012 1., B EBporie B 2013 t. u B Hateii ctpane B 2021 T.
B 103¢ 1—2 MI/KT eXeTHeBHO TTOAKOoXHO [11—21]. B 3aBucuMocTi
OT TSKECTU TeueHUsI 3a00IeBaHMs 103a MTPENapaToB MOXKET ObITh
yBeJIMUEHa, a UHTePBaJI MEXy BBEACHUSIMU 7151 KAHAKMHyMaba
cokpalleH (tad. 1).

TTockombky CINCA/NOMID siBnsieTcst KpaiiHe peiKuM 3a-
0oJeBaHUEM, IMATHOCTHKA €TO CYIIECTBEHHO 3aIa3IbIBaeT, YTO
yxyamiaeT mporHos. [lybnukanuii, TOCBSIIEHHBIX pe3yibTaTaM
KoropTHbIX ucciaenoBanuit 60apbHEIX CINCA/NOMID, B Mupe
04YeHb MaJjlo, a B Poccun oHM mpakTUYECKU OTCYTCTBYIOT. B Ha-
CTOsIIIIee BpeMsi, KOraa MMEIOTCsS BO3MOXKHOCTH JUIST JICUSHUS
CINCA/NOMID, 0600611eH1e HaIIeTo OINbITa TUATHOCTUKYU 1
TOJITOCPOYHOTO HAOTIONEHUsI TTOMOOHBIX MAIIMEHTOB TPEeICTaB-
JISIETCST aKTYaJIbHBIM.

Hean vccrnenoBaHust — MPEACTaBUTH OMBIT AMATHOCTUKU, Be-
nenus u repanuu MMJI1 marmmentos ¢ CINCA/NOMID, no naH-
HBIM POCCHICKOTO (helepaTbHOrO peBMATOJIOIMYeCKOro IeHTpa.

Marepuan u MeToabl. B OTKpBITOE OHOLIEHTPOBOE CILIOIIHOE
HabonaTesIbHOe MccenoBaHue, mpoBoauBiieecs ¢ 2007 1o
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2023 1., BKiIOUeHO 8 mauueHToB (7 MyX-
cKoro mosia) B Bodpacte oT 10 Mec mo
33 ner. JluarHo3 yctaHaBJIMBAJICS IPU CTa-
LIMOHAPHOM WJIM aMOyJIaTOPHOM 00cCJe-
JIOBAaHUY B COOTBETCTBUU C KPUTEPUSIMU
nuarHoctuku miasg KAIIC (ta6m. 2, 3),
[22, 23]. O6ocHOBaHUEM IJisd BeprpUKa-
1 uMeHHo cuHapoMa CINCA/NOMID
CJTyXKWJI0 HAJTMYKE OYE€Hb PaHHETO Ae0IoTa,
TSDKEJIOTO TeYeHUST 3a00JIeBaHUsI C TIPHU-
3HakaMu nopaxenus LIHC.

Bcewm nainmeHTam npoBeeHbI 00111e-
TIPUHSITOE B PEBMATOIOTUY 00CIeI0BaHIE
C orpenesieHreM MapKepoB OCTPoil a3kl
(COD, CPBb, depputuH), ayTOaHTUTEN,
0 TATBMOJIOTTIECKOE 1 HEBPOJIOTHIECKOEe
obcieioBaHue, ayauorpaMMa, a Takxke
MOJIEKYJISIPHO-TEHETMUECKOE TeCTUPOBa-
Hue Ha Mmytanuu B reHe NLRP3. J1nu-
TEJIbHOCTh ITMHAMUYECKOTO HAOTIONEHUS
3a MALMEHTaMU BapbUpPOBaJIach OT 5 Mec
1o 15 ner.

Nuunmanus tepanuu nulJjI1 nposo-
QJTach B COOTBETCTBUM C PEIIeHUEM KO-
MHCCUU TI0 HAa3HAUYEHUWIO TeHHO-UHXe-
HEPHBIX OMOJIOTUYECKUX TTPETapaToB WK
KOHCWIMyMa akcrneptoB. MccnenoBanue
010OPEHO JIOKATTbHBIM 9TUYECKUM KOMU -
tetom @I'BHY «Hayuno-uccnenosaresb-
CKUIt MTHCTUTYT peBMartojior um. B.A. Ha-
coHoBoI» (potokon Ne2 ot 25.01 2018 ).
OT nauMeHTOB WM UX POAUTENEH MOJy-
4yeHO MHGOPMUPOBAHHOE COTjacue Ha
MyOJIMKALIMIO TTePCOHATBHBIX TaHHBIX W
doTtorpaduii.

Pesynsrarel. XapakTepucTvuka naiu-
eHroB ¢ CINCA/NOMID npencrabieHa
BTa0:1.4, 5. [Ipeobnananu auiia My>XCKOro
noja (7:1). Jde6roT 3aboeBaHUs Y BCeX
GOJTLHBIX ITPHUIIIENICS Ha TIePBBIiA TOM SKU3HM,
y 6 U3 HUX HavaJbHblC TPOSIBJICHUS Ha-
Ooganuch yXe C pOXAeHUs, y 2 —
¢ 6-MecsIMHOrO BO3pacTta. JIuTenbHOCTD
3200J1€BaHMsI COOTBETCTBOBAIA 3a[EPXKKE
JIMarHo3a, MOCKOJbKY BIIEPBbIe OH OBLI
YCTaHOBJIEH B (helepaIbHOM LIEHTPE, U CO-
craniisuia ot 10 mec 1o 33 et ¥V 3 nauueHToB
JUTUTETbHOCTh 3a00JIeBaHUST TIPeBBICHTIA
10 net m nocturna 13, 17 u 33 net.

VY Bcex O0JNIbHBIX OTMEUATUCh JTUXO-
panka, ceinb U nopaxeHue LHHC (cm.
Tab1. 5). [TombeMbl TeMIiepaTypbl He UMETH
YeTKOU NepUOANYHOCTH, WHOT/IA TIepCH-

Taommua 1. Maruouropsr 11, npumensiembie s Jgevenns KAIIC B 3aBucumoct
oT TsKecTH 3adoaeBanus [1]
Table 1. iIL1 used for the treatment of CAPS depending on the severity of the disease [1]

IIpenapar Crenennb Tszkectd KATIC Jlo3a nyis B3pocbIx Jlo3a nns nerei

AHakuHpa YMepeHHO Tsikenas 100 mMr/1—2 mHst 1—2 Mr/Kr/CcyT
Tsxenas >100 mr/cyT o 10 mMr/kr/cyt

KaHnakuHyma6 YMepeHHO TsiKenas 150 mr/8 Hen 2 Mr/Kr/8 Hen
Taxenas 300 mr/4 Hen 3—4 mr/xr/4 Heny

Ta6muua 2. JIuarnocruueckue kpurepuu KATIC [22]
Table 2. Diagnostic criteria for CAPS [22]

[ToBrbinieHe ypoBHSs BocniauTeIbHbIX MapkepoB (CPB/SAA) — o6si3aTeibHbIN KpUTEpUIA
Iroc >2 u3 6 TunmuaHbIX cuMnToMoB CAPS:

* YPTUKApOITOI00HAsI ChITTh

* 3MM30/1bI, 00YCIOBICHHbBIE XOJIOAOM WU CTPECCOM

* HEHUPOCEHCOPHAst TYyTOYXOCTh

* MBIIIEYHO-CKEJIETHBIE CUMITTOMBI (apTPaIruK/apTpUT/MUAITHSI)

* XPOHUYECKUIA aCENITUYECKUIT MEHUHTUT

* CKeJIETHbIe aHOMaJIMK (pa3pactaHue 3nuGu30oB/ yBeaudyeHue JOOHbIX OyrpoB)

Ta6muua 3. Knaccudukannonnoie kpurepuu KATIC [23]
Table 3. CAPS classificational criteria [23]

TMonreepxnatomuit renoturn NLRP3 v Hannuue Kak MUHUMYM | 13 TIepeunCcIIeHHbIX HUXe
KPUTEPUEB:

* ypTUKAapHas ChIlb

* MOKPAaCHEHUE I11a3: KOHbIOHKTUBUT, STUCKIIEPUT, YBEUT

* HEHPOCEHCOpPHasl TYTOYXOCTh

Wy ipu otcyTeTBUM moaTBepxaatoniero reotuna NLRP3 Hanmune kak MUHUMYM 2
U3 MEPEYNCICHHBIX HIKE KPUTEPUEB:

* YPTUKApHAas ChIMb

* MOKPAaCHEHUE I11a3: KOHbIOHKTUBUT, STUCKIIEPUT, YBEUT

* HEHPOCEHCOpPHasl TYTOYXOCTh

Taommua 4. Oomas xapakrepuctuka namuentos ¢ CINCA/NOMID
Table 4. General characteristics of patients with CINCA/NOMID

IToka3arenn 3Hauenue
MMomn:

MY>KCKOI/)KEHCKHIA, N 7/1
Bospact (BpeMsi 10 ycTaHOBJIEHUS IMarHo3a), rofbl, min—max 0,8—33
Bospacr neb6rora, Mmec, min—max 0—6
ulJll, n (%), 8 (100)
6 mom uucae:

aHAKUHpa 6 (75)

KaHAKMHyMa0 5(62,5)

aHaKMHpa — KaHaKMHyMao 2

KaHAKMHyMa0 — aHaKUHpa 1

HexenarenbHble SIBICHUS —

CTUPOBAJN B TeUEHUE JTUTETTHHOTO BpeMeH!. KoKHbIe BICHITTaHWS
4acTo ObUIM TIEPBBIMUA CUMMTOMAaMU, OTJIMYAIUACH MOIUMOPOd-
HOCTBIO, MPEUMYIIECTBEHHO ObUTH YPTUKAPHBIMU, HO BCTPEYATHUCh
TaKXe dPUTEMATO3HbIE, MTHUCTO-IAITYJIe3HbIE JIEMEHTBI, KaK
npaBwio, 6e3 3yna, JOKaau30BaBLIMECS Ha JUlie, TYJOBUILE,
KOHEYHOCTSIX (puc. 1, a—ad).

IposBenust co croponbl LIHC BkiTIO9amm 3agepskKy ICH-
XOMOTOPHOTO, PEUEBOTO PAa3BUTHSI, MEHUHTOAHLIE(DATUT, TUTIEP-

Cospemennas peemamonoeus. 2024, 18(2):25—32

TEH3MOHHO-TUApoLedaTbHbIl CHHIPOM, FOJIOBHYIO 00JIb, PBOTY,
MPU3HAKY TMPAMUIHOM HEOCTATOYHOCTH C IBUTATeIbHBIMK Ha-
pyieHusiMu. [Tpu MPT roioBHOro Mo3ra oTMEYaJIMCh paclliupeHue
cybapaxHOMIATLHBIX TMKBOPHBIX IIPOCTPAHCTB, PACIIIMPEHME XKe-
JIyIOYKOB, KACTBI COCYMCTBIX CIUIETEHUH 3aTHUX POTOB OOKOBOTO
KeJIyIouKa, KUCThI, cyoaTpodusi rOJJOBHOTO Mo3ra. Y Bcex Ia-
LIMEHTOB MPHUCYTCTBOBAJIO creludrYeckoe CTpOeHUe yepena
(ruapouedanus, BolIaOLIECs JOOHbIE OYTpbl; pucC. 2, a—0d).
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Taommua 5. Kinnuko-nemorpadudeckas xapakrepuctiuka namuentos ¢ CINCA/NOMID
Table 5. Clinical and demographic characteristics of patients with CINCA/NOMID
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M3MeHeHus B cyctaBax onpeaeasiuch y 6 (75%) GoabHbIX
BU3yaJIbHO B BUJIE OJIMTOApTpUTa (CIJIaXKeHHOCTbh KOHTYDPOB,
OorpaHMYeHUE TTOABIKHOCTH, 6€3 OTYCTIIMBBIX OOJIEBBIX OLITYIIIe-
HUI1) C BOBJIEUEHUEM KOJIEHHBIX, TOJEHOCTOITHBIX CYCTaBOB, C
HeOOJBIIIM CUHOBUTOM MO NaHHBIM Y3 6e3 yTomieHus cu-
HOBHUAJIbHOI 00O0JOUYKM M yCUJIeHUs BacKyisipudanuu. Cruba-
TeJIbHbIE KOHTPAKTYPhl CYyCTaBOB UMEIUChH Y 3 marueHToB (37,5%:;

Puc. 1. Koscnvie gvicoinanus y nayuenmos ¢ CINCA/NOMID:
NAMHUCMO-NAnyne3Hble, ypmukaphule (a, 0, 8, 0), 3pumemamos-
Hble (2). 30ecy u danee npedcmasnenvl homoepaguu U3 apxusa
asmopos
Fig. 1. Skin rashes in patients with CINCA/NOMID: maculopapu-
lar, urticarial (a, 0, 6, 0), erythematous (2). Here and below are
photographs from the authors’ archive
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puc. 3, a—e), 1apoBuaHas (opMa KOJEHHbBIX CYCTaBOB — Y 3
(37,5%; puc. 3, 2), B ToOM unciie y 1 ¢ caMoii GOJIBIION JTUTeNb-
HOCTBIO 3a00JieBaHus (33 roga).

VY 4 manmeHTOB BhISIBJICHA BBIpaKeHHas JIMMMaaeHOIIaTHS,
MPEUMYIIECTBEHHO IaXOBBIX, MOAMBIIIEYHBIX, MOTYETIOCTHBIX
JM@aTUYECKUX Y3JI0B, Y | — BHYTPUTPYIHBIX U BHYTPUOPIOIIHBIX
JuMbaTUIecKuX y3ao0B (puc. 4, a, 0), eiie y 1 6071bHOTO0 ornpeae-
JISTIOCH yBeJIMYEHYeE TISYSHM U celle3eHKM. [J1a3Hast cMuMIToMaTiKa
HabJo1a1ach y BCeX MALMEHTOB: PELUUINBUPYIOIINIA KOHBIOHK-
TUBUT (Y 5) 11 yBeuT (y 8) ¢ BOBJICUCHNEM TIEPEIHMX U 3aHUX OT-
JIEJIOB T1a3a (HeiipOXOPUOPETHUHNIT), a TAKKE U3MEHEHUS IMCKa
3puTeNIbHOrO HepBa. HelipoceHcopHast TyroyxocTb IIPUCYTCTBOBAIA
y 6 (75%) 6OJIbHBIX, KaK MPABUJIO, YK€ C IEePBBIX JIET 00Ie3HU, Y
4 malureHToB OHa OOHApyKeHa Ha repBoM roay xu3Hu. [latonorus

nepukapia B COYCTaHMU C T'MAPOTOPAKCOM BbLIAABJIEHA TOJIBKO B
1 CJ1ydyac, USMEHCHMA HOITEBLIX TJIACTUH B BUJIC «4aCOBLIX CTCKOJI» —

Puc. 2. Popma uepena, vidaroujuecs 1061ble 6yepol, Xapaxmep-
Hote das nayuenmog ¢ CINCA/NOMID (a—d)
Fig. 2. Skull shape, pronounced frontal tubers, characteristic of pa-
tients with CINCA/NOMID (a—d)

Cospemennas pesmamonoeus. 2024, 18(2):25—32
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Puc. 3. Ceubamenvnuvie konmpakmypol (a—8), waposudnas gopma
KoaeHHbIX cycmaeos (2) y nayuernmos ¢ CINCA/NOMID
Fig. 3. Flexion contractures (a—s), spherical knee joints (e) in pati-
ents with CINCA/NOMID

Puc. 6. Penmeenonocuueckue usmenenus KoaeHHbIX CYCMAgo8 y
nayuenma No§ ¢ CINCA/NOMID (a, 6). Boipaxcennvie degpopma-
yuu memasnu@uzoe 6edpeHHbIX U 60abuedepyosbIX Kocmeil, c6s-
3aHHble C HenpagUAbHbIM pa3eumuem sdep OKocmeHeHus Ha gone
XPOHUUECK020 apmpuma, pa3gueuie20csi 8 MAadeH4eckoM 603-
pacme. Buipasicennblil pachpocmpanentblii ocmeonopos. llepe-
Ccmpoiika KOCMHOI CMpPYKmMYypbl Memasnughuzoe Kocmeii.
Tunepmpogpus nadkonrennuxa
Fig. 6. X-ray changes in the knee joints in patient No6 with
CINCA/NOMID (a, 6). Severe deformities of the metaepiphysis of the
Jfemur and tibia associated with defective development of the ossifica-
tion nuclei against a background of chronic arthritis that developed in
childhood. Severe, widespread osteoporosis. Restructuring of the bone
structure of the metaepiphyses of the bones. Patellar hypertrophy

B2 (puc. 5, a—8), Ipy 3TOM He OTMEYATIOCh PU3HAKOB MOPAXKEHUS
nerkux. [loseimenue COD (mo 18—80 mm/4), CPb (mo 31—
174 Mr/n) ompenensiioch y BceX OOTbHBIX. YPOBEHb (heppUTHHA
ObL1 B HOpMe (26—61 MKT/11), 3a MCKIIOUeHHeM | HaOII0aeHN,

Cospemennas peemamonoeus. 2024, 18(2):25—32

Puc. 4. Veeauuenue naxosuix (a) u axcurnsapuvix (6) aumpamuue-
ckux y3108 y 6oavHoeo CINCA/NOMID
Fig. 4. Enlarged inguinal (a) and axillary (6) lymph nodes in a pa-
tient with CINCA/NOMID

Puc. 5. Usmenenus Hoemesvix naacmutn o muny «4acoswix cme-
xon» y 6oavrbix CINCA/NOMID (a—s)
Fig. 5. “Watch glasses” nail clubbing in patients with
CINCA/NOMID (a—s)

B KOTOPOM OH OKazaJicsl TIOBBIIIEeH 10 738 MKT/a (HopMa — 10
240 mkr/m). Y 1 mamnueHTa ¢ IJUTEJbHOCTbIO 3a00JeBaHMUS
33 rona AMarHOCTUPOBAH aMWJIOUI03 (110 JAaHHBIM OUOTICUM IBE-
HaguarunepcrHoi kuiku). Toabko y 1 (12,5%) pebeHka orMeueHa
CBSI3b PEIIUINBOB C XOJIOMOBBIM BO3ICCTBAEM.

PenTrenonornyeckue nm3aMeHeHNsT OOHAPYKEHBI JIMIIb y 1 ma-
IIMeHTa ¢ OOJBIION MIUTEIHLHOCTHIO 3a00JIEBaHUS U TIO3MHEM
€ro AMarHOCTHKOM (puc. 6).

Myranuuu B reHe NLRP3 BbIsiBIIeHBI B 6 U3 8 ciydaeB. Y 2 ma-
LIMEHTOB B ceMeitHOM aHaMmHe3e uMmenrch KATIC u peBMaTonaHblii
aptput (PA).

J10 BKJTFOUEHMSI B MICCIIEIOBAHME TTALIMEHTHI TTOJTyJald CUMIT-
TOMaTUYECKOE JIeYeHNE HECTEPOUIHBIMU MPOTUBOBOCTIATUTEb-
HBIMU TIpernapaTamu, aHTHMOAKTepUaJIbHBIMU WM TTPOTUBOBU-
DPYCHBIMM, a TAKXKE€ aHTUTUCTAMUHHBIMU cpeacTBaMU. M3 6a3rcHbIX
TIPOTUBOBOCTIAIMTEIBHBIX TIPEIapaToB 2 OOJbHBIM Ha3HAYAIU
METOTpeKcaT M 1 — TMAPOKCUXIIOPOXUH 0e3 addekTa, 3 UCTIONb-
30BaJIM TJIIOKOKOPTUKOUIBI KOPOTKUM KYPCOM C BPEMEHHBIM 1
HECTOMKMM OTBeTOM. [1o Mepe HapacTaHUs IJIUTEIbHOCTU 3a-
0oJieBaHUsI JIeUeHUE MPAKTUYECKU He MPOBOAMIOC.

B peBmaTosornueckom LEHTpe BceM OOJIbHbIM ObLIM Ha-
3HaueHsl MMJI1 B cTaHmZapTHBIX 033X C WX YBEJIMUEHUEM TIpU
HeI0CTaTOUHOM 3(h(HEeKTUBHOCTH B COOTBETCTBUU C TIPUHSTHIMU
PEKOMEHIALMSIMU 110 Teparnuu (CM. TabJ. 4, 5, puc. 7). AHaKMHpa
MPUMEHSUIACh y 6 MAalIMEHTOB: y 5 — B KaYeCTBE Tepaluu rnepBoi
nuHuK (mauyeHTel Ne 1,2, 6,7, 8) uy 1 — Bropoii 1nHuu (Imocie
KaHakKnMHyMa0a, manueHT NeS), HaGIomacss JTOCTOBEPHbIN TM0-
JIOXKUTENTbHBIN oTBeT. [1pu nampHelieM HaboneHY 2 TalueHTa
(Nel, 2) obutn mepeBeieHbl Ha KaHAKMHYMao B pexkxume | pa3 B
4 Hen. OMHAKO Y OTHOTO M3 HUX OTMEUYEHO YXYIIIEHHE U BO300-
HOBJICHO JIeUeHNE aHAKMHPOI1 M3-3a HeI0CTaTOUYHOM 3(h(HEeKTUB-
HOCTH, y IPYroro Ha (poHe MpUMeHEeHUs] KaHaKMHyMa0a Ipu Xo-
polieM OTBETe M0 BCeM IapaMeTpaM COXpaHsilach CUJIbHas To-
JIOBHAsI 60JTb, KOTOPAsT KYITUPOBaJIaCh TOJIBKO Ha (hOHE BBEICHUS
aHAaKWHPBI. B CBS3M ¢ 3TUM TUTAHUpYETCsST BO3BPAT K JICUEHUIO
aHakuHpoii. KaHakimHyMa0 morydanu 5 60JbHBIX: 3 — B Ka4eCTBe
Tepanuu nepBoii muHun (Ne3, 4, 5) u 2 — Bropoit TuHUM (rocie
aHaKMHPBI, mareHTsl Ne 1, 2), manueHT Nl ObLT mepeBeneH Ha
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Ne manpeHnra

1 2 3 4 S 6

Teparnus Mo3BOJIMIA 3HAYUMO YJIYUIIUTh
KaueCTBO KU3HU U COLMANIbHYIO afarnTa-
LIMIO MAI[MeHTa B TOAPOCTKOBOM U B3pOC-
JioM niepuozie. [lepeHOCUMOCTb Tepanmuu
Jae Tpy ITUTeIbHOM MpuMeHeHuu (60-
see 10 siet) GblTa YIOBIETBOPUTEIBHOIA.
Cepbe3HbIX HeXeJaTeJIbHbIX SIBICHUM,
KaK M MECTHBIX peakliMii Ha BBeJeHUE
MpernaparoB, He OTMEYaloCh HU B OJTHOM
ciyyae.

Obcyxnenune. Hamra xoropra manu-
EHTOB C KpailHe PEeKO BCTPEYAIOIIUMCS
BapuantoM KAITC — cunapomom CINCA/

Puc. 7. Tepanus ulJ11y nayuenmos ¢ CINCA/NOMID. AHA — anaxunpa,

KAH — kaunaxkunymab

Fig. 7. iIL1 therapy in patients with CINCA/NOMID. ANA — Anakinra,

CAN — Canakinumab

NOMID — BxJtouaer 8 nmauueHToOB, YTO
MPEICTaBISIETCS] 3HAYMMbIM B KOJIUYeE-
CTBEHHOM OTHOIIIEHUY JIJIsT OphaHHOM T1a-
Tosiorni. Bce oHM Tomanu Ha mpHUeM K
PEBMAaTOJIOTY € Pa3HOU IIUTEIHHOCTHIO
3a00J1eBaHMsl, JIUILD | O0IBHON — JOBOJILHO

3 .
2007 r.,, 10 mec

2023, 16 et paHo, Ha mepBoM roay xusHu. [Ipu Ha-
JIMYUU Y TALIMEHTOB BCEX BO3MOXKHBIX OP-
FaHHBIX HAPYIIEHWIA U OCTIOXKHEHUH (KpOo-
M€ aMWJIOU/I03a) paHHee Ha3HAaueHUe U
MHoroJieTHee npuMeHeHue uJI1 no3so-
JIAJIO TIPAKTUYECKU TTOJHOCTBIO KyMHUPO-
BaTh BOCMAJIUTENIbHbIE U3MEHEHUSI, OCTa-
HOBUTbH MIPOTPECCUpPOBaHUE U TOOUTHCS
00paTHOTO Pa3BUTHUS TSKEJIbIX OCIOXKHE-
Huil. U XxoTs 3T0 3a00JieBaHuEe, UMEIOLIee
¢atanbHBI TIPOTHO3, Ne0ITUPOBATIO B
TEPBbIE MOJITOA XU3HU, OHO IUaTHOCTHU-
POBaHO y 3 MalMEeHTOB TOBOJIBHO MO3AHO,
ay |l — yXe BO B3POCIOM COCTOSIHUU.
[IpakTnyecku y Bcex OOJBHBIX MPUCYT-
ctBoBasin XxapaktepHble 1 CINCA/

Poct — 165 cm

Puc. 8. JJunamuxa na gpone newenus ulJl1 (anaxunpa) y nayuenma Ne2 ¢ CINCA/NOMID
Fig. 8. Dynamics during treatment with ilIL I (anakinra) in patient No2 with

CINCA/NOMID

aHaKWHPY U3-3a HemocTaTouHoro addexra co croponsl [IHC u
COXpaHEeHUST TTOBBIIIEHHBIX JTJAOOPATOPHBIX TIOKa3aTesiel Boca-
nmtenbHo aktuBHOCTH (COD, CPB), cMeHa nperapaTa npuBesia
K 3HAYMMON IOJIOXUTENbHOU AuHamMuKe. OTBET Ha Teparuio
uMJI1 orMeuasncst y Bcex OOJIbHBIX (CMCTEMHBIC MPOSIBICHUS
YMEHBIIWJINCh B TeYeHHe HECKOJBbKUX JHEI), OMHAKO OH ObLI
HETIOJTHBIM B CBSI3U C TSDKECTBIO COCTOSIHUSI M HAJIMIUEM He-
00paTUMbBIX OpraHHBIX HapylieHuil (puc. 8, 9). OcoGeHHO 3TO
KacaJioch MaTOJIOTMKM OPTaHOB 3PEHUsI, CIIyXa U IICUXOHEBPOJIO-
TMYECKOI CUMIITOMATUKU. JITUTeIbHOCTh HAOIIOAEHNS [TALIIEHTOB
u nipumeHenust uMJI1 ¢ MoOMeHTa UX Ha3HAYEHUs cOCTaBuiIa OT
5 mec 1o 15 net. Camoe mmutenbHoe neyeHue nMJI1 (aHakuHpa)
y Harrero nepBoro 10-Mecs[THOTO TareHTa MPOIeMOHCTPUPOBATIO
04eHb XOpoInii 3PdEKT ¢ MOJHBIM KyIMPOBAaHUEM BOCIIAJIH-
TeJIbHOM aKTUBHOCTH, OOPAaTHBIM Pa3BUTHEM OPTaHHBIX [IOBPEX-
JIEHUI 1 BOCCTAHOBJIeHUEM (DYHKIIMU OPraHoB (I71a3, CYCTaBOB,
cayxa, LIHC) no Bo3pacTHOIt HOpMBI (cM. puc. 8). Y apyroro na-
mreHTa (Ne3), y KOToporo nMarHo3 ObUT YCTaHOBJIEH B 17 Jier,
TaKKe OTMEeYaJICsl XOpoIlnii apheKT KaHaKMHyMa0a ¢ BbIpaXKeHHOM
MOJIOXXUTEJIBHON NMHAMHUKON BCeX MapamMeTpoB (cM. puc. 9),
BKJIIOYAs BOCIIAJIMTE/IbHYIO AKTUBHOCTD M OPIraHHbIE HAPYILIEHMSI.
XOTs IOJIHOI HOPMAaIM3alluy COCTOSIHUSI IOCTUYb HE yIalloCh,

30

NOMID KIMHHMKO-J1ab0paTOpHBIC MPO-
SIBJICHUSI, B TOM YHUCJIE Takue crierudu-
yeckue, kak nopaxenue LIHC u panHee
pa3BUTHE MATOJOTUM CIIyXa, KOTOPbIE B
COYETaHWHU C OYeHb PAHHUM JIeOI0TOM CJIeIyeT TPAKTOBATH MMEHHO
kak 310t BapranT KATIC, a He MWS. V 6 u3 8 GoJIbHBIX ObLIN
BBISIBJICHBI MyTaLyu B reHe NLRP3. VI3BectHO, uto y 40% MaiyeHToB
¢ CINCA/NOMID He ynaetcst 00Hapy>KMTh TeHETUIECKIE MyTallN
|1, 24, 25], B Haleit KoropTe ObUTO 2 TaKUX HaOmoaeHus. UMeHHO
y 9TUX OOJIBbHBIX AMArHO3 ObLT YCTAHOBJIEH MO3AHO (B 17 jet u 33
rona). TpymHOCTH BBISIBJICHUSI TEHETMUECKIX BAPMAHTOB CBSI3aHbBI
C HaIMYMEM COMATWYECKMX MYTalldii (MO3aWIM3M), KOTOpPbHIE
TIJIOXO OTIPENIENISIIOTCS TIPU CTAaHAAPTHOM UCCIIEIOBAHUM OTHOTO
reHa o Coanrepy [24, 25]. DT0, BeposiTHO, O00YCIOBIMBAET
HEO0OXOIMMOCTb MPOBEACHUS Y HETAaTUBHBIX 110 MYTALIUSIM Mali-
€HTOB PACLIMPEHHOTO FEHETUUECKOro 00CIe10BaHus! (HarpruMep,
MOJHOZK30MHOTO CEKBEHUPOBaHUsT). CUMTaeTCs, UTO Y OObILIEH
YacTU TaKWX TAIIMEeHTOB MYTAallMy BO3HUKAIOT CTIOPATNUECKH, a
JIO0 POXIEHUS TTOTOMCTBA OHU MTOTMIPOCTY HE JOXUBAIOT.
CeMeitHbIi aHaMHe3 ObLT OTATOILEH Y 2 HAIllMX MallMeHTOB.
B onHom ciyyae y Mmarepu auarHoctupoBaH MWS ¢ moartsep-
XKIEHHOMN aHaJIOTMYHOM MyTauueil B reHe NLRP3, oHa rojnydajia
Teparmio KaHaKUHyMaboM, B TOM YKCJIe BO BpeMsT 0epeMEeHHOCTH.
B T0 xe Bpems y pebeHKa OTMEUaJIOCh pa3BUTHE OoJiee TsKeIoi
dopmsr 3a6oneBanust (CINCA/NOMID) mpaktryecku cpasy
TI0CIIe POXIEHUST, OH HAXOAUTCS Ha TePAny aHAKUHPOIA C XOPOIIM

Cospemennas pesmamonoeus. 2024, 18(2):25—32



COBPEMEHHAA PEBMATONOTIUNA Ne2'24

OPUTHHANDHBIE HCCNEROBAHHUA / ORIGINAL INVESTIGATIONS

addekroM. B npyrom ciaydyae y marepu
umescst amario3 PA, mocToBepHOCTb KO-
TOPOTO BbI3bIBAET COMHEHUsI. [eHeTnueckoe
obcnenoBaHue Ha MyTauuu B reHe NLRP3
y Hee, KaK 1 Y poIuTesiell OCTaIbHBIX Ta-
LIUEHTOB, He TIPOBOMIIOCH. B cBsi3u ¢ yimyu-
LIEHUEM TIPOTHO3a U BBDKUBAEMOCTHU TaKUX
OOJIbHBIX B 3MOXY HcIonb3oBaHus nulkJl1
y HUX TIOSIBJISIETCSL U OyIeT HApacTaTh CIO-
COOGHOCTb BOCITPOM3BOAUTH TTOTOMCTBO.
Cepbe3HbIM OCIIOKHEHMEM Y OOTBHBIX
CINCA/NOMID crenyet cuurath pas-
BUTHE aMUJIOUI03a, YaCTOTa KOTOPOTO
cocrasisier 20—40% [1, 8]. Amunonnos
6bU1 BbIsIBIIEH TONIBKO Y 1 (12,5%) Hatero
MalreHTa, y KOToporo 3abojieBaHUe TU-
arHOCTUPOBAHO B 33 roma. AMUION OBLT
OoOHapyXeH B OMONTaTe MBEHAIIIATUTIEPCT-
HOM KMIIKH, TIPU 3TOM KIMHUYECKUX U
J1a00PaTOPHBIX MPOSIBIICHUI 3TOTO OCJIOXK-
HeHMsI, HapylleHUs QYHKIMU TIOYeK He

»

2013 r, 17 ner,
poct — 134 cm

2014 r, 18 ner,
poct — 138 c™m 19 ner, 19 ner,

2015 r., OKTAGPbD, 2015 r., nexabpb,

poct — 143 cm poct — 144 cm

2018 1., 22 rona,
poct — 148 cm
(+14 cm)

OTMeueHO. MOXHO clieiaTh BBIBOJ, O TOM,
YTO HanboJiee BEJIMK PUCK PAa3BUTHST aMH-
JIOWJ03a BO B3POCJIOM COCTOSIHWU, TIO-
3TOMY paHHSISI TMarHOCTUKA U CBOEBpe-
MEHHasl TapreTHasl Tepamusl MO3BOJISIIOT
ero n30exarb.

Bce Hamm mamMeHTHl MOJyYaiu
uHMJI1, 9TO COOTBETCTBYET KIMHUYECKUM
pekoMeHaausIM, 3(GEKTUBHOCTh TAKOM Teparvu MOATBepKICHA
nmpakTruyeckuM ombitoM [17, 20, 21, 26]. ¥V Bcex GOIBHBIX ObLT
MOJYYEeH JOCTOBEPHBIN TMOJOXUTENbHBII OTBET, HaOJI0daIaCh
yIOBJIETBOPUTENbHAsI TiepeHocuMocTh MMJI1, HecMoTpst Ha ux
JIUTATeSIbHOE TTpuMeHeHue (y 1 mamueHTa — okosio 15 set). Hu'y
OJIHOTO OOJILHOTO HE BBISBICHO KaKUX-JTM00 MECTHBIX peaKInii
Ha ITOIKOXHOE BBEICHUE, KOTOPBIE HEPEIKO BO3HUKAIOT, HAITPUMEP
Y B3pOCJIbIX, a TAKXKe TTPU MOJKOXXHOM BBEIEHUU IPYTUX Ipera-
paTtoB. Jlo HacToOsSIIEro BpeMEHU BaxKHBIM OCTAeTCsl BOIIPOC O
TOM, MOXHO JIU TIPEIOTBPATUTD PA3BUTUE aMUJIOMI03a U TSKEIbIX
opraHHbIX ToBpexkneHuii y namueHToB ¢ CINCA/NOMID, a B
cilyyae UX HaJu4usl TOOWTHCS OOpaTHOTO Pa3BUTHSI U BOCCTa-
HOBJICHUS yTpauyeHHBIX (PyHKIIMiIT. OCOOCHHO 3TO KacaeTcsl HeB-
POJIOTUYECKMX HapYIICHUI, TTOTEPH CIIyXa, a TAKXKe OTCTaBaHUS
B TICUXOMOTOPHOM 1 PEUEBOM Pa3BUTHH, KOTOPbIE HAOTIO1AI0TCS
0YeHb PaHO, C MEPBbIX JIET XXU3HU. CrieyeT OTMETUTh, UTO MPO-
sByieHust co cropoHbl LIHC Ha ¢pone nmpumenenust ulJI1 xots u
YMEHBILIAUCh, HO MOJTHOCTBIO He KyIUpoBaiuch. [Ipu ncmob-
30BaHUU KOPOTKOIECHCTBYIOIIETO TIperapaTta (aHaKWHpa) ObLT
MOJIy4YeH JIYUIINii OTBET, YeM IpU Ha3HAaYeHMU KaHaKMHymada
[27]. OHO monTBepXKmaeTcsl TakxkKe MAaHHBIMU JUTEPATypbl U
00YCJIOBJIEHO MaJIbIM Pa3MEePOM MOJIEKYJIbI, TTOBBIIIAIOIIMM CITO-
COOHOCTh €€ MPOHMKHOBEHUS Yepe3 reMarosHIedaTnyecKuii
6apnep (I'DB) [28]. B ¢Bs3M ¢ 3TUM MOXHO c/IeJIaTh BaXKHOE 3a-

Puc. 9. Jlunamura na gone aewernus ulMJl 1 (kanaxunymab) y nayuenma No3 ¢
CINCA/NOMID. 3aboresanue duaenocmuposano u navama mepanuu 6 2013 e. 6 603-

pacme 17 nem

Fig. 9. Dynamics during treatment with iIL 1 (canakinumab) in patient Ne3 with
CINCA/NOMID. The disease was diagnosed and therapy was started in 2013 at the age of 17

KJTIOYeHUE O TTPEATIOYTUTETHbHOM Ha3HAUeHUY aHAKUHPBI Y TAKUX
TSDKEJBIX TTAalIMeHTOB. PallmoHaNBHBIM CIIelyeT CYUTATh MOCe-
JIOBaTEeIbHOE MPUMEHEHNE KOPOTKOAEHCTBYIOIINX W MPOJIOHTH-
POBaHHBIX MpenapaToB, OCOOEHHO Y MaJleHbKMX JAeTeil WiIK, Ha-
000poT, y B3pocCiabix maureHToB. OMHAKO Halll OMbIT JAEMOH-
CTPUPYET, YTO B psiie CITydaeB MPOAOKEHNE BBEICHUS aHAKUHPbI
oKaszajnoch 6osee 3((GEKTUBHBIM B OTHOILIEHUY HEKOTOPBIX CUMIT-
ToMoB (4artie co cropoHsl LIHC), moaromy naiueHTs He ObLTH
nepeBeIeHbl Ha TTPOJIOHTMPOBAHHBIN TTperapart. TeM He MeHee B
Halieil rpyrne ObUIM HaOMIOACHUSI, KOT/Ia Ha3HaUeHUEe KaHAKU -
HyMaba B KauecTBe MepBOi JIMHWU Tepanuy 0Ka3ajioCh BbICOKO-
3(HEKTUBHBIM U HE TMOTPEOOBAIO TMEPEKIIOUECHUs Ha APYrou
npenapar. [ToaTomy moaxom K BBIOOPY Tepamnuu JOKeH OBITh
n30UpaTeTbHBIM U TIePCOHU(DUITUPOBAHHBIM.

3akmouenne. /151 CINCA/NOMID xapakTepHbl O4€Hb paH-
Hee HavaJlo, TSDKeJoe TeUeHHME U TUIOXOM MPOTrHO3, M TaKKe Ta-
LIMEeHTHI HyX/1atoTcs B paHHeM HazHayeHuu ulJI1. ITpu nopa-
xkenuu LIHC npeanoytuTenbHO NprMeHeHe aHaKUHPbI B CBSI3U
¢ ee Ooublieil 3(hheKTUBHOCTBIO OJaroaaps JydiieMy MpOHUK-
HoBeHuIo uepe3 [DB. B nanbHeliiem Bo3MOXeH TepeBo MalieHTa
Ha KaHaKMHyMab, OJHAKO JIJIST TTOJTyYeHMS TTOJTHOTO OTBETa MHOTIA
HEeoOXONMMO yBeJIMYEHME MO3bI Mpernapara U COKpalleHUe MH-
TepBaja MeXIy BBEICHUSIMU 10 4 Hell BMECTO 8 Hell, PEKOMEH -
noBaHHbIX Tipu KATIC.
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