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B ctatbe npesctaBaeHo HablogeHUe NauneHTKN C TSXKETbIM TeYEeHUEM CUCTEMHOIO I0BEHU/TIbHOO MANONaTUYECKOro apTpm-
1a (FOMA), pe3nCTEHTHOrO K [TIIOKOKOPTUMKOCTEPOUAaM, K NepBOMY reHHO-UHXeHepPHOMY 6uosiormyeckomy npenapaty (FTMBI)
TOLUMIN3YMaby — MOHOKJ/IOHa/IbHOMY aHTUTENY K peLenTopy uHTepnaeinknHa (IL) 6. lNepeknoyeHne Ha BTopou MBI — moHo-
KJI0Ha/IbHoe aHTUTesNo K IL1[3 KaHaknHymab — obecreynio pa3BuTme pemMmccun 60/1e3HN. YKe nocsie nepBon UHbEKUMU
rnpenapata MNOJIHOCTbIO KYMMPOBaINCb CUCTEMHbIE MPOSIBAEHMS 3ab0/1eBaHMsl, a Noc/ie 4eTBepToN — CYyCTaBHOM CUHAPOM.
MpuBeAEHHbIN KIMHUYECKMI NPUMEP MOKa3bIBaEeT, YTo nepekoydeHmne Ha MBI ¢ agpyrim MexaHM3MOM AeHCTBUS — MOHO-
KJI0Ha/IbHoe aHTuUTesNo K IL13 KaHakMHymab — BbICOKOI()GHEKTUBHO U UHAYLMPYET peMUccuio 3abo1eBaHus y naLmeHToB
c cucteMHbIM FOUA ¢ pe3nCTeEHTHOCTbIO K TounIn3ymaby. HexenatesbHbiX SBAEHUI Ha ¢OoHe Teparnuu KaHakMHymabom
He OTMEeYeHO.

KnroyeBble cnoBa: feTH, CUCTEMHBIN IOBEHUIbHBIN MAMONATUYECKUI apTPUT, KaHaKnHymab, 4e/10BE4eCKOe MOHOK/IOHa lb-
HO€e aHTUTEJIO K MHTep/IenKUHy 1 3.

(Ansa untupoBaHuns: Anexkceea E. W., JlomaknHa O.J1., b3aposa T. M. OnbIT yCNeLWwHOro 1e4eHns KaHaknHymabom naumeHT-
KM C CUCTEMHbIM IOBEHW/IbHBIM MAMONATUYECKUM apTPUTOM. Bonpockl coBpemeHHon negmnatpun. 2017; 16 (2): 170-174.

doi: 10.15690/vsp.v16i2.1719)

BBEAEHMUE
HOBeHUNbHbLIM nanonatnyeckun aptput (KONA) — 3abone-

2 Hef B COYETAHUU C OAHUM WM Goslee BHECYCTABHbIX NPO-
ABNEHUN (CbiNb, NMMdageHonaTvsa, renatomeranus w/unu

BaHWe HeYyCTaHOBNEHHOroO XxapakKTepa, ANMTeNnbHOCTbio 6onee
6 Hea Npw UCKIOYEHWM ApYyrow natonoruu cyctasoB [1, 2],
pa3BuBalolleecs y AeTel B Bo3pacTe He cTapwe 16 neT.
CuctemMHbin OMA — camblii TSXKENbIM U ONacHbIM BapuaHT
TeyeHuss 3aboneBaHus. CuctemHbin FOMA — 310 apTput
OAHOro ¥ 6onee CycTaBOB, COMPOBOXKAAEMbIN NUXOPALKON
NPOAOIKMTENBHOCTBLIO HE MeHee 3 CYT B Te4eHUE MUHUMYM

cnneHomeranus, ceposut) [1-3]. B EBpone n CeBepHou
AvepurKe [ons cnydyaeB CUCTEMHOro apTpuTa B CTPYKType
FOUA coctaBnsieT oT 5 go 15% [4, 5], B AnoHnn — 50% [6],
B Poccuickon ®egepauun — okono 6% [7].

CornacHo COBPEMEHHbIM NpPeACTaBlEHUSAM, CUCTEM-
Hbin FOMA — ayTtoBocnanuTenbHoe 3aboneBaHue. Bepy-
Wyl pofib B €ro pas3BWUTUM WrPaeT aKTUBALMSA BPOXKAEH-
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The article presents the follow-up of a patient with severe systemic juvenile idiopathic arthritis (JIA) resistant to glucocorticosteroids,
to the first genetically engineered biologic drug (GEBD) tocilizumab, a monoclonal antibody to the interleukin (IL) 6 receptor. Switching
to the second GEBD — a monoclonal antibody to IL13 canakinumab — provided a remission of the disease. The first injection of the
drug fully arrested the systemic symptoms of the disease, and the fourth one — the articular syndrome. The presented clinical example
shows that switching to GEBD with a different mechanism of action — a monoclonal antibody to IL13 canakinumab — is highly effective
and induces a remission of the disease in patients with systemic JIA resistant to tocilizumab. There were no adverse events under
pressure of canakinumab therapy.
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HOrO 3BEHa WMMYHWUTETa, LEHTPaibHbIMU LIUTOKMHAMMU,
obecrneynBaolLMMKU pa3BUTUE KIMHUYECKUX W nabopaTop-
HbIX MPOSIBAEHUM 3ab0sieBaHUs, ABASIOTCS WMHTEPNENKUHDI
(interleukin, IL)6 1 1 [1, 8].

[ns neveHuns cuctemHoro OMA B Poccuiickon ®eaepaumm
B HacToslee Bpems oduLManbHO 3aperMcTpMpoBaHbl aBa
rEHHO-UHXEeHepHbIX 6uonornyeckux npenaparta (FMBIM) —
TouMNn3ymab (MOHOKIOHaNbHOE aHTUTENO K peuenTopy IL6)
N KaHaKMHymab (MOHOK/I0HanbHoe aHTuTeno K IL1B) [9, 10].
AdpdektnBHoctb TMBIM npu cuctemHom HOWMA pgokas3aHa
B MHOFOLEHTPOBLIX MNaLeb60KOHTPONINPYEMbIX MCCNeno-
BaHusAx [11-13], 4TO AenaeT BO3MOMXHbIM MNepeKntovyeHne
Ha BTOPOW npenapart B cflydyae NepBUYHOM WU BTOPUYHOM
HE3ahDPEKTUBHOCTH, a TaKKe Npu HeNnepeHoCMMOCTU NepBOro
MBI ¢ uenbio JOCTUKEHUSA UK BOCCTaHOBNEHUS addeKTa.

MpoaeMOHCTPUPYEM 3TO Ha KIIMHUYECKOM NpUMepe.

KNIUHUYECKUIA NPUMEP

MNMauneHTKa A., Bo3pacT 9 neT, poaunacb OT nepBou 6epe-
MEHHOCTM Ha cpoke 39 Hep, nNpoTeKaBluen Ha GOHe Heu-
POUMPKYNATOPHON AMCTOHUKM MO TUMEPTOHMYECKOMY TUNY,
L/IMTENBbHOrO recto3a, aHEMWKU NErKon cTerneHu. [JeBoyka
poavMnacb B 3aTbl/IONHOM nNpeanexaHuu. Bec npu pox-
neHun coctaBun 2890 r, annHa Tena — 49 cm. OueHKka
no wkane APGAR coctaBuna 7/8 6annoB. Pe6eHOK BbinucaH
M3 poagomMa Ha 7-e CyT B YAOBNETBOPUTENIbHOM COCTOSI-
HUKU. U3 HacneLCTBEHHOrO aHaMHe3a M3BECTHO, Y4TO Y Aeda
(M0 NMMHMKM MaTepun) — apTepuanbHas rMNepTeH3ns, caxap-
HbIM AnabeT 2-ro Tmna, y 6abyLlKu (Mo TMHKUKM MaTepu) — pac-
CESAHHbIN CK1epos.

[eBoyKa 3abonena B Hadane Hosi6psa 2012 r. B Bo3pacTe
4 net 8 Mec, Korga nosiBUAachb NATHUCTO-NanynesHas CbiMb
Ha Tene, yCWIMBAIOWANACA MPEUMYLLECTBEHHO B Be4yepHee
Bpems. PoauTtenu neunnun pebeHka caMoCTOATE/bHO, 3aTeM
Nno peKoMeHAaLMW y4aCTKOBOro neanatpa NpUMEHs N aHTu-
rMcTamMuHHbIE npenapatbl. Yepe3 2 Hen OT MaHudecTauunu
CbIMW NOSIBUSIUCL Kanobbl Ha 60ib B NpPaBOM rOAEHOCTON-
HOM cycTaBe, NpMxpambiBaHWe Ha NPaBylo HOry, NOBbILEHWE
TemnepaTypbl Tena go cyb6debpunbHbiX 3Ha4YeHUN. PebeHoK
KOHCYNbTMPOBaH OpTONeaoMm, TpaBMa MCKIYeHa. [JeBoyka
O6blna HanpaBieHa B FOPOACKYD AETCKYD WHOEKLMOHHYIO
60nbHULY (CapaHCK), rae npebbiBana B Te4eHue 7 CyT ¢ auar-
HO30M «[eMopparMyeckni BaCKyIuT, KOXHO-CycTaBHasa dop-
Ma. PeakTuBHbIN apTpuT». B cTaumnoHape nauneHTKa nony4a-
Na nocnegoBartesnibHO 2 aHTMOMOTHUKA, MIOKOKOPTUKOCTEPOUA,
(FKC) pexkcameTa30H, HECTEPOUAHbIM MPOTUBOBOCNANUTENb-
HblM NpenapaT AuKNodeHaK HaTpus. YuuTbiBasi OTCyTCTBUE
nonoxutenbHoro addekta Ha GoHe Tepanuu (NepcuUcTu-
poBaHuWe cbinn K cybdebpunbHaa TemnepaTypa), AeBOYKa
HanpaBneHa Ha KOHCYyIbTaUMIO B MOJUKIMHUKY [LETCKOM
pecny6/MKaHCKOW KanHMYeckon 6onbHuubl (APKB, CapaHckK)
N9 NOATBEPKAEHMS /UCKIOYEHNS reMopparM4eckoro BacKy-
nuta. Pe6eHOK NPOKOHCYNbTUPOBAH remMaTosioroM, anjiepro-
IOroOM, KapAnMopeBMaTonioromM, neaMaTpom. JuarHo3 TpaKkTo-
Bascs Kak MHPEKLMOHHO-annepruyeckas ak3aHTema.

B nepuog 08.12-21.12.2013 nauueHTKa Haxogunacb
B AuarHoctudeckom otaenennn APKB. lMpu noctynneHun
COCTOSIHME pacLieHMBaNOCb KaK TSKenoe 3a CYET CUMMTO-
MOB WMHTOKCMKaLMK, NNXOPaLKKU, KOXHOro cuHgpoma. lNpu
nabopatopHoOM o06cnefoBaHUM BbIIBAEHbI JTEMKOLMTO3
(15,8x102/n npu Hopme 5-14X102/5), NOBbIWEHUE CKO-
pocTu oceganusa aputpountos (CO3) go 36-37 MM/4 (HOopma
2-20 MM/4) U CbIBOPOTOYHOM KOHLEHTpaunn C-peakTMBHOIO
6enka (CPB) po 6,7-7,6 mr/n (Hopma Ao 5 mr/n). YyutbiBas
NIMXopagKy, Hanuyne nNATHUCTO-Nanyne3How Cbinu, pebeH-
Ky Oblla npoBedeHa MNYyHKLUWS KOCTHOro moa3ra. [aHHbIX
3a remo6nacto3 He BbIgBneHO. Ha 6-e cyt npebbiBaHus

B CTalMOHape Yy nauMeHTKU MaHudecTupoBan CycTaBHOM
cuHapoM. [lepBOHa4YanbHO MNOSIBMAMUCH BOCNANWUTENbHbIE
M3MEHEHUSI B MPOKCUMANbHOM W AWUCTanbHOM MexdanaH-
roBbix cyctaBax |l nanbua neBon KUCTU (COCUCKOOBpa3Has
nedurypaums), B ganoHenwem — B | nanbue n1eBOW KUCTH,
B MpaBblX KOIEHHOM M rO/IEHOCTOMHOM cycTaBax. HecmoTps
Ha NpunyxnocTb u 601b B CycTaBaX, HapyweHus QyHKLMK
He BbIBNAnocb. B xoge o6cnenoBaHus Oblv UCKIOYEHbI
remo6nacrtos, TeKkylwune WMHOeKuun, TybepKkynes, 601e3Hb
fowe. MpoBeaeH KOHCUANMYM. Ha OCHOBaHWM AaHHbIX KITMHK-
YeCKOM KapTuHbI (TnxopagKa; noanmopdHas Cbifb, yCUAMBa-
lOLAsnca Ha BbICOTE IMXOPAAKK, C IOKann3aumen Ha nuue,
TYNOBULLE, KOHEYHOCTSX; TMMdageHonaTus, renatoMeranus;
CYCTaBHOM CMHAPOM C BOBJIEYEHMEM B MPOLIECC MPOKCU-
ManbHOro W AWCTaNbHOro MexdanaHroBbliX CyctaBoB | M
Il nanbLa N1eBON KUCTK, NPABOr0 KOEHHOMO U FOJIEHOCTOMHO-
ro cyctaBoB B Ae6toTe) BbiCTaBneH aAnarHo3 «KOBEeHUNbHbIN
apTPUT C CUCTEMHbLIM Ha4yaNoM, CUCTEMHbIN tOBEHMUbHbLIN
MAMONaTUYECKUM apTpuUT.

YunTbiBasi accoLmalL Mo apTpuTa C BUPYCHOM MHDEKLIMEN,
C UMMYHOKOPPUIMPYIOLLEN LieNbio NpoBedeHa UHPY3UT UMMY-
HOrno6ynMHa 4YenoBeYecKoro HOPManbHOro, MpoBefeHa
nynbc-tepanus metunnpegHusonoHom. C 28.01.13 Ha3Ha-
yeH MeToTpeKkcaT B fo3e 20 Mr/Heq (25 mMr/m2 B Hegento)
NOAKOMKHO. Y4UTbiBas aKTMBHOCTb M arpeccMBHOCTb Teye-
HUS 3a60/1€BaHNS, HA3HAYEHO Sle4eHNe MOHOKIOHaNbHbIMM
aHtuTenamu K IL6 — MBI Tounnmaymabom B gose 240 mr
(12 mr/Kr macchbl Tena) B BUAe BHYTPUBEHHbIX MHPY3UIN KaxK-
able 2 Hea. Ons ynydleHus peonorn4ecKknx CBOMCTB KPOBU
O6bl1 HA3HAYeH CUMHTETUYECKMIM NpocTaumKkiMH E annpocTta-
aumn. Ha ¢oHe npoBoauMOn Tepanuu COCTosiHME pebeHKa
yAy4yWwmnocb: HopManu3oBanacb TemnepaTypa Tena, Kynu-
poBancs cycTaBHON CMHAPOM, YMEHbLIMAACh BblPpaXEHHOCTb
CbIMK, YAYYLLMICS 3MOLIMOHANbHbBIA GOH, HOPMaNM30BaInChb
nabopaTtopHble NoKasaTenu akTUBHOCTK. [pu nocneayowem
HabnaeHnn pebeHKa obpaliana Ha cebss BHUMaHWe nocTo-
SHHO peunanMBupyoLLas Cbifb.

B nione 2013 r. geBo4Ka rocnutanMaMpoBaHa B pecny-
6/IMKaHCKY0 60NbHULY A1 MPOBEAEHUS KOMMIEKCHOMO KIn-
HUKO-UHCTPYMEHTaNbHOro o6cneaoBanus. MNpu obecnegosa-
HUW BbISIBNIEH @KTUBHbIV CYCTAaBHOW CUHAPOM: OrpaHuyeHne
OBUXEHMIN B YENOCTHO-BMCOYHbIX CyCTaBax, 3KCCyAaTUBHbIE
M3MEHEHUS B Nly4e3ansiCTHbIX, KONEHHbIX U FONEHOCTOMHbIX
cyctaBax. [leBo4YKa npucedana ¢ MOAAEPIKKOM, NPU XOAb-
6e npuxpambiBana. [1pobbl «AOMWKW», «pyKa-—JonaTKkar,
«3aMOK» He BbINONHANA. Y4nUTbiBas HapacTaHMe CyCTaBHOro
CMHAPOMaA, YTPEHHEN CKOBAHHOCTW, MHTEHCWMBHOCTWU CbIMW,
28.10.13 NpuHATO pelleHne o NpoBeaeHun Nynbec-Tepanumn
MeTUNNpeaHn3010HOM B go3e 250 Mr Ha BBeAEHWE U METO-
TpekcaToMm B fo3e 50 Mr/m2 B Hegento (41,5 Mr) B yCHIOBHUSIX
OTAENEeHUA peaHMMaLnn U UHTEHCMBHOW Tepanuu. Ha ¢doHe
NIeYEHUS COCTOSIHME YNYYLIMAOChb, OAHAKO MPU CHUKEHUK
[03bl MeTuANpeaHnsosioHa o 125 mr (04.10.13) n 62,5 mr
(06.10.13) B cocTosiHMKM pebeHKa BHOBb Habnwganach
oTpuLaTenbHas gMHamMuKa. TemnepaTypa Tena noBbilwanacb
[10 cy6pebpunbHbIX LMdP, yeununnach Cbifb U Hapocna akTuB-
HOCTb CYCT@BHOI0O CMHAPOMa (MOSIBUAUCH BOCMaAUTENbHbIE
M3MEHEHUS B NPaBblX KOMIEHHOM, M1E€4E€BOM W FONEHOCTOM-
HbIX CycTaBax, B NepBOM nasblLie NpaBon CTomMbl). Y4UTbiBas
OTCYTCTBME [OO/MKHOro addeKkTa OT NMPOBOAUMON Tepanuu,
08.10.13 pebeHKy 6bl1 Ha3Ha4yeH LMKIOCMOpUH A B Jo3e
3,2 MI/Kr B CyTKM Ana npuvema BHYTpb (75 Mr) ¢ nocnegyto-
Len KoppeKkunen aosbl. MNMpuHUMas BO BHUMaHWE npejlue-
CTBYIOLLYIO YXYALUEHWUIO COCTOSIHUS OCTPYID PeCcrnvpaTopHyto
MHOEKLMIO, NauueHTKe npoBefeHbl MHOY3UM MMMYHOI10-
6yNMHa 4enoBe4YeCcKoro HopMasnbHOro; NpoBeAeHa NyHKUMs
KUCTbl NIEBOr0 Ny4e3ansiCTHOro cycraBa ¢ BBegeHuem [KC.
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Puc. 1, A, B. O6wui BUa naumeHTky A., 9 ner, fo tepanuu (A)
1 Ha doHe Tepanuu (b) KaHakMHymabom

Fig. 1, A, B. General appearance of the patient A., 9 years old,
before therapy (A) and on canakinumab therapy (b)

Puc. 2, A, b. dyHKUMOHaNbLHas CNOCOBHOCTb KONEHHbIX CYyCTaBOB
nauueHTku A., 9 net, go Tepanuu (A) n Ha doHe Tepanuu (B)
KaHaKMHymabom

Fig. 2, A, B. Functional capacity of the knee joints

of the patient A., 9 years old, before therapy (A)

and on canakinumab therapy (B)

Ha dboHe neveHns coctosaHne pebeHkKa ynydlmnnocs. JeBoyka
BbliNKcaHa gomou. [Mocnegyowas rocnutanudauma pebeH-
Ka B [APKB ¢ uenblo nnaHoBoro BBeAeHUs Toumnndymaba
coctosnace B nepuoa 11.11-15.11.2013. LiMKiocnopuH
OblN OTMeHeH. [pu nocTynneHnn y pebeHka BHOBb BbISIBJIEH
aKTUBHbIN CYyCTaBHOW CUHAPOM.

YuutbiBag Mporpeccupylollee TeyeHue 3abonesa-
HWUS, COXPaHSIOWMECH aKTUBHbIE CUCTEMHblE MNPOSIBIEHUSA
W apTpuT, HECMOTPS Ha aKTuBHoe neyerHune KC, nMmyHo-
fenpeccaHtamu, UMMYHOMTOBOY/IMHOM YeNoBEYECKUM HOP-
MasibHbIM, a TaKxe Touunndymabom, B fHBape 2014 r,
cnycta 1,5 roga nocne pebiota 3abofieBaHUA, AEBOYKa
Oblla HanpaBneHa B pPeBMaTo/OrMYecKoe OTAeNeHne
Hay4Horo ueHTpa 340poBbSA AETEN (B HacTosillee Bpems
HauuoHanbHbIM Hay4YHO-MPaKTUYECKUMM LEeHTP 340pPOBbSA
fetei, MockBa). lNpu nocTynieHMn B peBmaTosnornyeckoe
oTAeNeHne OTMeYanucb reKTuyecKas nuxopagka, NATHUCTO-
nanynesHas cbiflb Ha Tene, CruHe, Horax, pykax 6e3 3yaa

(puc. 1, A), nuBeno, cuHapom KylinHra, renatocnieHomera-
s, numdageHonaTus, noanapTput. OcTpoBOCNanUTeNbHble
M3MEHEHUS U OrPaHUYEHNEe ABUKEHWUI BbISBASNIUCL B KONEH-
HbIX (pUc. 2, A), rONEeHOCTOMHbIX, lyde3ansaCTHbIX CycTaBax.
[ONnTenbHOCTb YTPEHHEN CKOBaHHOCTK cocTaBana 3 4. lNpu
nabopatopHoM 06cnefoBaHUU OBHapPYKEHbl NEWKOLMTOS,
rMNOXPOMHas aHeMusi, TPOMOOLMTO3, MOBLILEHNE CbIBO-
POTOYHOM KOHUeHTpauun CPBE (Tabn.), NpyM WHCTPYMEH-
TaNbHOM — YBENUYEHUE MeYeHn U ceneseHku. MNauneHTke
OblI0 NPOBEAEHO MOJEKYNSPHO-TEHETUYECKOE UCCNeao-
BaHWe C LeNblo onpefeneHus 4acTblX MyTauui B reHax
NLRP3 v TNFRSF1A ans UCKNOYEeHMs ayTOBOCManuTeNbHbIX
CuHAPOMOB. MyTalMK He BbisiBAEHbl. Ha OCHOBaHWW AaHHbIX
aHaMHe3a, KIMHUYECKOW KapTuHbl, nabopaTtopHoro obcne-
[OBaHWS 6blN NOATBEPHKAEH AMArHO3 IOHOLWECKOro apTpuTa
C CUCTEMHbIM Ha4yanoM (CUCTEMHbIM IOBEHW/IbHbIN WAWO-
naTtMyecKknin apTtput). 3abosieBaHWe XxapaKTepu30BanocChb
arpeccuBHbIM TeYEeHMEM, HeAOoCTaTO4YHON 3DDEKTUBHOCTLIO
Tepanuu MeTOTpeKcaToMm, B T.Y. B BbICOKOW [03€e, LMKIO-
cnopuHomMm, TKC, a Takxe nepBMYHOM HEIDDEKTUBHOCTLIO
TouMNM3ymaba. YunTblBas BblEN3NOKEHHOE, OblI0 MPUHATO
pelleHne OTMEHUTb ToUMNM3ymMab 1 HasHa4yunTb BTopor T'MBI
C APYrMM MeXaHW3MOM AENCTBUS — MOHOK/IOHAIbHOE aHTU-
Teno K IL1p KaHakuHymao.

MpenapaT 6bl1 Ha3Ha4YeH Mo KM3HEHHbIM MOKa3aHUSM
C UENblo CHWKEHUS aKTMBHOCTM 3aboneBaHus, NpefoTBpa-
WEeHMA pasBUTUS MONMOPraHHOM HELOCTAaTOYHOCTH, MPOrpec-
CUPOBaHUS AECTPYKTUBHbBIX U3MEHEHUI B CyCTaBax U MHBa-
nmamsauun pebeHKka. KaHaknmHymab npuMeHsscs B Ao3e
4 Mr/Kr Ha BBegeHue 1 pas B 4 Hef NOAKOXKHO; TaKKe bblna
NPOAO/MIKEHa Tepanusa meToTpekcatoM B gose 20 mr/Hen
BHYTPUMbIWEYHO. BnepBble KaHaknHymab B gose 94 wmr
6bin BBeAeH 30.01.2014. HexenaTtenbHbIX peaKkLuuii Ha BBe-
OeHWe npenapata He Habnwganocb. Cpady nocne nepsow
MHBEKLMM KaHaKMHyMaba OTMeYeHa BblpayKeHHast NMoNOXKMK-
TenbHas AMHaMWKa B COCTOSIHUM pebGeHKa: KynupoBaiucCb
nuxopagka, cbifnb (puc. 1, b); ymeHbluMnacb BbipaKeHHOCTb
cycTaBHOro cuHapoma (puc. 2, b). Bo Bpems rocnutannsaumnm
B peBMaTo/IorMyecKoe otaeneHme B mapte-anpene 2014 r.
y pebeHKa 3apeructTpMpoBaHa cTagus HeaKTMBHOM 60/1€3HM:
MOMHOCTbIO KYMMPOBANUCh CUCTEMHbIE NMPOSBIEHUS, CYCTaB-
HOW CMHAPOM, BOCCTAHOBUINCH ABUMKEHUS B CycTaBax, HOp-
Mann3oBanncb NabopaTopHble NoKasaTenu (CM. Tabn.).

[eBoyka nonyyaeTr KaHaknHymab 1 pa3 B 4 Hep noa-
KOXXHO B TeyeHue 3 NIEeT, y Hee 3aperncTpupoBaHa cTonKas
pemuccus 3abonesaHus. lMaymMeHTKa XoauT B WKOJY M BedeT
TaKOW ke 06pa3 KU3HW, KaK 1 ee 340POBble CBEPCTHUKM.

[MporHo3 y AaHHOW NauMeHTKM 6naronpuATHbIN. YUuTbl-
Bas OTCYyTCTBME 060CTPEHUS 3ab60/1ieBaHMA Ha GOHe Tepanum
KaHaKMHyMabom B TevyeHue 3 NIEeT, NNaHUpyeTcs NocTeneHHoe
yBe/MYEeHME WHTepBana Mexay BBeAeHMAMM npenapata
M ero oTMeHa (puc. 3).

OBCYXAEHME

AHanu3 npeacTaBNeHHOro KAMHMYECKOro ciayyas noka-
3afl, YTO CUCTEMHbIV IOBEHWNbHbLIA apTPUT ABNSETCS THXKe-
NbIM, arpeccuBHbIM 3aboneBaHneM. lMauueHTKe npoBOAK-
nocb ne4vyeHne N'KC, nmmyHogenpeccaHTamu (MeToTpeKcar,
B T.4. B BMAe nynbc-Tepanum B goze 50 Mr/M2 B Hepe-
N0 BHYTPUBEHHO; LIMKIOCMOPUH). HeobxoauMo OTMETUTD,
YTO HM NynbC-Tepanus METOTPEeKCaTOM, HU LIMKIOCMOPUH
He peKoMeHAoBaHbl 415 nevyeHuns cuctemHoro HOMA [9].

[leBOYKEe MNpaKTUYeCKM cpasy nocne YCTaHOBEHUS
anarHosa 6bin HasHayveH MBI Toumnusymab — MOHO-
KNoHanbHble aHTUTena K peuentopy IL6. Toumnusymab
oduLManbHO 3aperncTpupoBaH No MoKasaHUSM CUCTEM-
Horo HOWA y peten ¢ 2-neTtHero Bo3pacTta. B Poccunckomn
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Table. Dynamics of the disease activity in the patient A., 9 years old, on canakinumab therapy

INnxopagka, °C 38,9 Het Het Het Het
Coinb +++ + Het Het Het
CO3, MmM/4 32 18 6 5 4
[emorno6wH, r/n 100 112 120 124 125
TpomGouuTbl, X10°2/n 620 354 272 205 260
NeikounTbl, X10%/n 16,5 9,4 7,2 7,0 6,4
CPB, mr/n (Hopma ao 5) 12 1 1 2 -
CycTaBHOW CMHAPOM (4MCNIO CyCTaBOB 10 8 i i i

C aKTUBHbIM apTPUTOM)

AKP e - - 30 100 100

pnmevarHmne. CO3 — cKOPOCTb oceaaHns apuTpounTos, CPB — C-peakTunBHbIi 610K, AKP o, — NeaMaTpuyeckue Kputepuu

AMEepUKaHCKON Konnernm pesMaTtosioros.

Note. CO3 — erythrocyte sedimentation rate, CPb — C-reactive protein, AKP,.,,, — pediatric criteria of the American College of Rheumatology.

Puc. 3. KnioyeBble COObITUSA B XMU3HM NaLUEHTKM A., 9 neT
Fig. 3. Key life events of the patient A., 9 years old

AHTUIUCTa-

MWHHblE Npena- Mynbc-Tepanus
parbl, KC, MeToTpeKca-
AHTHGaKTe- ToMm, TKC,
puanbHas LIMKNOCMOPWH,

Tepanus Tounnndymab TOoLMNU3yMab

KaHaknHymab, KaHakuHyma6, KaHaKuHymao,

MeTOoTpeKcaT MeTOoTpeKcaT MeTOoTpeKcaT

MporHo3s
6naronpuaTHbIN

ChblInb, NpaBbIi JlnxopagKa, Cragus 06ocTpeHne
roNeHOCTOMNHbIN Cbifb, HeaKTUBHOM 3aboneBaHue:
cycTaB noAuapTpuT 60ne3Hu nonuapTpuT,
nuxopagka,
CbiMb

3aboneBaHus:

Pemuceuns
3aboneBaHus

06ocTpeHne OTtcytcTBUE

NIMXOPaAKH,

nvMxopagka, Cbinu
Cbifb,

NoNUapTPUT.

focnutanuaauns

B HU3A

MpumevaHune. TKC — rnokokopTUKocTepounabl, HU3/ — HayyHbIV LLEeHTP 340p0BbS AETEN.
Note. TKC — glucocorticosteroids, HLI3/, — Scientific Centre of Children’s Health.

depepaumn ¢ 2009 r. 3aperucTpMpoBaHbl YenoBevYeckue
MOHOK/IOHa/bHble aHTUTena K peuentopy IL6 (Tounnusy-
Mab), a ¢ 2013 r.— 4yenoBeYeCcKWe aHTUTENa K peLenTo-
py IL1B (KaHaknHymao) [9].

B nccnegosanun TENDER, uenbio KOTOporo 6biia oueH-
Ka apdEKTUBHOCTU U BGe30nacHOCTM Touunnsymaba y aeten
¢ cuctemHbiM HOMA, yqyactBoBano 112 nauneHToB B BO3-
pacte oT 2 go 17 net, oTBEYaBLUMX YCOBUAM BKIOYEHWS.
UccnepoBaHue coctosno M3 aByx das: ABOWMHOM crenou
paHAOMW3MPOBAHHON NnaLeboKoHTpoaupyemon (12 Hen)
M OTKpbITON (O6Wwas NPOLOMKUTENBHOCTL MCCNefoBaHuUs
5 net) [12, 13]. MNpeaLwecTBytoLL@a Tepanus Bo BCEX Cnydanx
BK/OYana umMmyHogenpeccaHtol n N'KC, 54 naunenTa nony-
Yanu aHakuHpy, 81 — 6noKaTopbl GaKTopa HEKPO3a OMNyXxo-
new (Tumor necrosis factor, TNF) a. Yepe3s 52 Hen Ha6noae-
H1a 30% ynydweHue no Kputepmnam AMEpPUKaHCKOM Konermu
pesmatonoroe (AKP...,) ¥ OTCYTCTBME NMXOpaaKkuM 3aduk-
cupoBaHbl y 77/112 (69%) neten; 70 n 90% ynyylieHme —
y78/112(69%)n 57/112 (51%) cooTBETCTBEHHO. CyTOYHas
no3a N'KC 6bina cHuKeHa, npu atom B 48% cnyvyaeB yaanochb
BOOO6LLE OTKazdaTbCs OT HAa3Ha4YeHUs aToW rpynnbl Npenapa-
T0B. Cepbe3Hble HexenaTenbHble ABNeHUs, Habniogaemble
y 25 nauuneHToB (33 cnyyas), He 6blnM CBSA3aHbl C UCMOMb-
3o0BaHuneM [UBIl. N3 15 3aperucrpupoBaHHbIX Cly4yaesB
cepbe3HbIX MHPEKLMOHHBIX HexenaTeNbHbIX SBAEHWUI, CBS-

3aHHbIX C TEpanuen Tounnnmsymabom, B 6 U3 H1X Bce Nob6oY-
Hble NeKapCTBEHHblE peaKLnW pas3pelnincb, U NaumueHTbl
NPOAOIKMAN y4acTue B UccnefoBaHuun. JleTanbHbll UCXO4
OT HaMNpPsXXEHHOro NHEBMOTOPaKca, He CBA3aHHOrO C eye-
HUeM Toumnnnsdymabom, 3adpumKkcupoBaH B 1 cnyyae.

B wnccnepgoBaHue, npoBedeHHoOe B AMNOHUWM, BKIOYEHbI
417 naumeHToB ¢ cuctemHbiM FOUA. Yepes 52 Hepn 30% ynyu-
LweHWe no Kputepnam AKP, ., 1 OTCYTCTBME IMXOPaAKN 3adUK-
cupoBaHo y 250/417 (60%) neten; 70 n 90% ynydlueHne —
y 390/417 (94%) v 57/417 (14%) cooTBeTCTBEHHO. Cpeamn
Cepbe3HbIX MHPEKLUMIK, cBA3aHHbIX ¢ npuemom MBI, Hau-
6onee pacnpocTpaHeHHOM Gblna 6aKTepuanbHass NHEBMOHUS
(y 10). Y 8 nauneHTOoB pas3Buics ractpoaHTeput. CoobLanocb
0 ABYX Cllyqasx cMepTu B TedeHue 52-HedenbHOro nepvoaa
HabnogeHUs: ogHa M3 HKUX Gblna obycnoBfieHa BaCKYIUTOM
W cepaeyHoOM HeAoCTaTOYHOCTbIO, @ Apyras — WMHTEPCTULUM-
anbHON GONE3HbIO NIEMKMX U CEMNCUCOM. 3aperucTpupoBaHo
26 cnyyaeB (24 nauueHTa) HETYGEePKYNe3HOro MMKOGaKTepH-
03a (Mycobacterium avium complex, MAC) [6].

B mexayHapoAHOM MHOMOLEHTPOBOM ABOMHOM Chernom
nNaueboKOHTPOIMPYEMOM WUCCNELOBaHUM MPUHANKM Yy4va-
cTe 84 nauuneHta B Bo3pacTe oT 2 Ao 19 net. Kputepus-
MU BKJIOYEHUS CNYXKMNO HanMyuMe CUCTEMHbIX MposBie-
HUI 3abonesaHus. MpeawecTByloWwas Tepanus BKAYana
F'MBN (58% peten, B T.4. 37% nonyyanu aHakWHPY), METO-
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TpekcaT (65%), TKC (72%). MauneHTbl OblaM pas3nefeHbl
Ha 2 rpynnbl: 55% nony4yanu KaHakMHymab, 45% — nnaue-
60. besonacHocTb npenapaTa B rpynnax 6bina ogMHaKoBa.
OTmMe4yeHo no 1 cayyato cMHApPOMA akKTuBauuu MaKpoda-
roB, 2 cny4yas MHOEKLMOHHbIX CEPbE3HbIX HeXXenaTeNbHbIX
SIBIEHMW B rpynne KaHakvHymaba, 1 — B rpynne nnaue-
60. Ctagus HeaKTMBHOM 60/1€3HKN OblNa 3aperncTpupoBaHa
y 62% nauuneHToB, pemuccus — y 40% 60nbHbIX, Noyvato-
LLMX KaHaKKMHyMab, B rpynne nnauebo 3Tu e nokasaTtenu
coctaBunv 34 n 4% cooTBeTCTBEHHO [11].

B oTKpbITOE nccnegoBaHue 6bi10 BKAOYEHO 147 nayu-
eHTOB C cucTeMHbiMm HOWMA, nony4yaBwUX KaHaKuMKymab
B nose 4 mr/kr 1 pa3 B 4 Hea. OueHka addEKTUBHOCTH,
BK/lOYaA ajanTMpoOBaHHble KPUTEPUU MeanaTpUHecKoro
otBeTa (AKP.,,), KIMHUYECKN HeaKTMBHOe 3abosieBaHune
M KJIMHUYECKYI0 PEMUCCHUIO MPU NpUemMe NeKkapcTB (Henpe-
pbiBHOE 12-MecA4YHOe KIMHUYECKoe HeaKTUBHOe 3abosne-
BaHWe), npoBoaunacb Kaxable 3 mec. M3 147 nauneHToB
100 (68%) saBepwunnm 96-HeAeNbHbIM NEepPUOa NedYeHus,
47 (32%) — npeKkpatunu muccnegosaHue. M3 147 nauwu-
eHToB AKP..,,30 npu BCTynieHun B uccrenosaHune y 62,
79 1 86% 6binu otBeTbl AKP,.,,100, —90 1 —-70 cooTtBeT-
CTBEHHO. KnuHnyeckaa pemuccns 6bina gocturHyta y 43%
nauueHtoB. B uenom 47/147 (32%) nauMeHTOB WMMENU
no KpamHen mepe 1 cepbe3HOe HexenatenbHoe sBie-
Hue. Y 10/147 (7%) nauMeHToB 6blI0 3aperMcTpupoBaHoO
pa3sutue MAC, M3 HUX 7 NpeKkpaTuiuM uccnegoBaHue.
JleTanbHbIX MCXO0A0B He 6bino [14].

[aHHble unccnefoBaHUA  OEMOHCTPUPYIOT  BbICOKYIO
3PODEKTMBHOCTb KaHaKMHymaba W OTCYTCTBME CEPbE3HbIX
HexenaTenbHbIX SBIEHUM Ha GOHE ero NPUMeEHeHUs.
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