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B Poccuu gns nevyeHmns aytoBocnaanTesibHbIX 3a601eBaHnin 1 CUCTEMHOIO IOBEHU/IbHOIo apTpuTa (CHOA) Bee Yallye UCrnosb3y-
10T MHTMBUTOP MHTEPJIENKMHA 1 KaHaKMHYMab (MOJIHOCThIO Ye/I0BEYECKME MOHOK/IOHA/IbHbIE aHTUTEIa K MHTEPIENKUHY 1[3).
B ctatbe npeacTaBaeHO onncaHue onbiTa MPUMEHEHUS] KaHaKnHyMaba y naumMeHToB ¢ ayToBOCIaaUTeIbHbIMM 3a60/1eBaHu-
amu (n = 12) n ctOA (n = 7), npoaHan3npoBaHbl 3QOEKTUBHOCTb M MEPEHOCUMOCTb rnpenapaTta. KaHakmHymab Ha3Havaim
MOAKOXKHO, B o3e 2—6 mr/Kr (MmakcumanbHo 300 mr) 1 pas3 B 4—8 HeA. [1poaosxutesbHOCTb Tepanum coctaBuia oT 3 Mec
[0 4 net. Y Bcex nayneHToB 0TMEYEHO BbICTPOE KIIMHUYECKOE YAYYILIEHHUE, KYMPOBaHNE CUCTEMHbIX NMPOSBIEHUH, HOpMa-
n3aumsi YpOBHS OCTPOga30BbIX MapKepoB BocrnaneHus. Y 4 nayneHtoB ¢ cOA He yaanoch JOOGUTLCS KYNMPOBaHMUs Mpo-
aBneHnr apTputa. Cepbe3HbIX HEXKeNaTe/IbHbIX SIBJIEHUH NPU MPUMEHEHUU Npenapata He 3aperncTprpoBaHo. Takum obpa-
30M, OMbIT MPUMEHEHUS] KaHaKMHyMaba y nayneHToB C ayToBOCMNaaUTeIbHbIMK 3a601eBaHnaMU M CKOA noKa3as BbICOKYIO
30 PEKTUBHOCTL M XOPOLLYIO NEPEHOCUMOCTb npenaparta. lpumeHeHne KaHakmHymaba rnpu cKOA MOXKET 6biTb 3POEKTUBHO
Ha paHHMX 3Tanax 3ab60/1eBaHUs y NaLMEHTOB C CUCTEMHbIMU M Ha4aslbHbIMM CYCTaBHbIMWU U3MEHEHNUSMM.

KnroueBblie cnoBa: aytoBocnanntesibHble 3a60/1eBaHUs, CUCTEMHbIN IOBEHW/IbHbIN apPTPUT, Ie4eHne, MHTMOUTOPbI MHTEPIEN-
KuHa 1, KaHaKMHymao.

(Ansa ynTupoBanms: CanyruHa C. 0., Kanega M. U., ®éaopos E.C., HukmwmHa W.T. NMpuMeHeHne MHIMBUTOPA MHTEPNENKN-

Ha 1 KaHaKMHyMa6a y feTel ¢ ayToBoCnanuTenbHbIMW 3a601eBaHUSIMU Y CUCTEMHbIM I0BEHWIbHBLIM @apTUPTOM: OnucaHue
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BBEJEHME MHOEKLUMOHHbIX M APYrMx npoBouupyolmx GaKkTopos
AytoBocnanutenbHble 3abofieBaHnss — reTeporeH- N NPOSABASIOLMXCA TMXOPAAKOA M APYTUMU KIMHUYECKUMMU
Has rpynna peakuX, reHEeTUYEeCKU LeTePMUHMPOBAHHbIX, CUMMTOMaMM, HepeaKo UMUTUPYIOLMMKU pPeBMaTUHECKYHO
HacneacTBEHHO OO6YCNOBMEHHbLIX COCTOSIHWM, XapaKTepu- natonormto [1]. K aytoBocnanuteNnbHbiM 3ab0/ieBaHUSAM
3YIOWNXCS NEePUOLMYECKMMM MPUCTYyNamu OCTPOro BOC- OTHOCKTCS PS4 MOHOMEHHbIX NMEePUOANYECKUX JIMXOPAAOoK

nanuTenbHOro npoLiecca B OTCYTCTBME ayTOMMMYHHBbIX, (MPU KOTOPbIX U3BECTEH MYTUPYIOLLUIA FEH): cemeiHas cpe-
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Administration of the Interleukin-1 Inhibitor Canakinumab
in Children with Autoinflammatory Diseases and Systemic
Juvenile Arthritis: the Report for Case Series

In Russia, the interleukin-1 inhibitor canakinumab (fully human monoclonal antibodies to interleukin-1) is increasingly used for treating
autoinflammatory diseases and systemic juvenile arthritis (sJIA). The article describes the experience of administering canakinumab in
patients with autoinflammatory diseases (n = 12) and sJIA (n = 7), the efficacy and tolerability of the drug are analyzed. Canakinumab
was prescribed subcutaneously in a dose of 2—6 mg/kg (maximum 300 mg) once in 4-8 weeks. The therapy duration ranged from
3 months to 4 years. All patients had a rapid clinical improvement, relief of systemic manifestations, normalization of the level of acute-
phase inflammatory markers. In 4 patients with sJIA we failed to achieve the relief of arthritis symptoms. While administering the drug,
no serious adverse events were registered. Thus, the experience of administering canakinumab in patients with autoinflammatory
diseases and sJIA showed the high efficacy and good tolerability of the drug. The canakinumab administration at sJIA can be effective in
the early disease stages in patients with systemic and initial articular changes.
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OGMEH onbITOM

ON3eMHOMOpPCKasa fnxopadka (nepuoanveckas 60/e3Hb),
KPMOMUMPUHACCOLMMPOBAHHbIE MEPUOANYECKMUE CUHAPOMDbI
(Cryopyrin-Associated Periodic Syndrome, CAPS), runep-
IgD-cuHgpom (HIDS, nnn mevalonate kinasae deficiency)
n TRAPS-cuHgpom (TNF-Receptor-Associated Periodic
Syndrome) [2—4], a TaKKe MHOru1e apyrue MoHo- [5] 1 HeMo-
HOreHHble (MynbTUdaKTopUanbHble) 3a6oeBaHus: 601e3Hb
bexyeta, PFAPA, cUCTEMHbIN OBEHUNbHBIM apTput (clOA),
cuHapom LWHuTtunepa v ap.

CAPS — rpynna HacneacTBEHHbIX MOHOIEHHbIX ayTOBOC-
nanuTesibHbIX 3ab0neBaHWi, CBSA3aHHbIX C MyTauuen reHa
NLRP3, npeactaBneHHas Tpems 3aboneBaHUSIMU: ceMenHas
xonogosasa KpanuBHuua (Familial Cold Autoinflammatory
Syndrome/Familial Cold Urticaria, FCAS/FCU), cuHapom
Makna—Yannca (Muckle—Wells Syndrome, MWS), XpOHHU-
YECKMN MNafeHYeCKUM HEePBHO-KOXKHO-apTUKYNAPHbIA CUH-
LPOM/MNageH4Yeckoe MynbTUCUCTEMHOE BOCManuTeNbHoe
3a6onesaHnue (Chronic Infantile Onset Neurologic Cutaneous
Articular/Neonatal Onset Multisystem Inflammatory Disease,
CINCA/NOMID). MWS 1 CINCA/NOMID aBnsatoTca TsaxenbiMu
no CBOMM MpU3HaKaM, UCX0A4aM M NPOrHosy. 3aboneBaHuns
XapaKTepU3YyTCH XPOHUYECKUM TEYEHUEM, NMXOPaLKON,
NOBbILIEHWEM COLAEPIKAHUS OCTPODA30BbLIX MApPKEPOB, PeLIU-
AVBUPYIOLWMMW KOXHbBIMW BbICbIM@HUSMKW MO TUMNY KpanuB-
HWLUbI, FAa3HbIMU HapyLWeEHUAMU (KOHBIOHKTUBUTBI, YBEUTHI,
cnenota), GopMUPOBaAHMEM HEWPOCEHCOPHOM TYrOyXoCTH,
pa3sutvem amunomngosa y 20-40% 60MbHbIX, NOYEYHOM
HeJOoCTaTO4HOCTU, BO3MOXHOCTbIO JfleTaNbHOIMO MCXOAa.
Onsa cuHgpoma CINCA/NOMID (camoro Taxenoro ua CAPS)
XapaKTepHbl TaKXKe 3HauyuTesNbHble aedopmauun CycTaBoB
C BbIPa)XEHHbIMW PEHTTEHONOMMYECKUMU U3MEHEHUAMU
B BWOE pas3pacTaHMs KOCTHOM W XPAWEBOW TKaHW, NU3U-
ca KOCTEeW, MOpa)XeHus UeHTpasbHOM HEPBHOW CUCTEMbI,
CYLLECTBEHHOMO OTCTaBaHWsa B GU3MYECKOM U NMCUXMYECKOM
passuTuK [2, 3, 5].

[pyroe aytoBocnanuTenbHoe 3abofsieBaHWe, BCTpeYa-
lolleecs B HallM AHWM B MpaKTMKe peBmatonora, — TRAPS-
CMHAPOM, WAW UpNaHACKas CeMenHas nuxopagKka, nepuo-
OWNYECKUN CUHOPOM, acCOLMUPOBaAHHbIM C MyTalWen reHa
TNFRSF1A. XapakTepusyeTtca nNepuoanyecKknumm anmaogamu
nnxopagKkn, 60nbl0 B KMBOTE, apTpuUTamu, nepuopobuTasnb-
HbIM OTEKOM, GO0NIE3HEHHBIMU MUTPUPYIOWMMU KOXKHBIMU
BbICbINaHUAMM (NATHUCTO-NaNyNe3HbIMU, MHOT4a KOMbLEeBUa-
HbIMW, FEMOpPpPAarM4ecKMMn), BbICOKOM nabopaTopHOM aKTUB-
HOCTbIO M OTCYTCTBMEM OTBETA Ha NPOTUBOBOCMANUTENbLHY!O,
B T.4. [JIIOKOKOPTUKOUAHYIO, Tepanuto [6, 7].

BocnaneHve — cnoxHaa peakuus opraHvM3ma, pasBu-
Balollasca B OTBET Ha BO3AENCTBUE BHELLIHEro (Hanpumep,
MHPEKLMOHHOI0) MAM BHYTPEHHErO naTtoreHHoro gakrtopa
W HanpaB/ieHHas Ha IoKanM3aumio, YHUYTOXKEHWE W yaane-
HUe ero n3 opraHmama [8]. OgHako B OCHOBe ayToBoOCMa-
NUTENbHbIX 3a60/IeBaHUN NEXUT Npouecc He UHDEKLMOH-
HOro BOCManeHMs, CBA3aHHOMO C BHELWHWM BO3AENCTBUEM,
a ayToBOCManNeHus, pa3BUBaloOLLErocs B CBSA3U C BHYTPEH-
HUMU MPUYMHAMMU, B HYACTHOCTU C FEHETUYECKUMM OTKIIO-
HeHuaMKW. PasBuTue ayTtoBocnanuTeNbHbiX 3aboneBaHui
CBSI3@aHO C MEPBUYHON BPOXKAEHHOW ANCPYHKLMEN UMMYH-
HOW CUCTEMbI, OOYCMOB/IEHHOMW FEHETUYECKON MyTaLuewn,
NpPUBOASALWEN K aKTUBaLWUW BPOXKAEHHOrO0 WMMMYHUTETA,
XapaKTepusyeTcs runepnpoaykumen npoBocnanuTenbHbIX
LMTOKMHOB, B MepByl0 oyepelb WHTepnenkuHa (UJ1) 13
M LUMPOKOro crneKktpa 6enKoB OocTpon das3bl BocnaneHus
[9, 10]. BcneacrBmve NOCTOSHHO COXpaHsloWeErocs BOC-
naneHus co3gaeTcsi BbICOKMM PUCK Pa3BUTUS amMMIonao-
3a — NpuYnHbl rnéenn nauneHtos. N1 13 aBngeTcd OgHUM
M3 LEeHTpanbHbIX MeAnaTopoB BOocnaneHus, obecneymsato-
W1M PYHKLMOHMPOBAHWE CUCTEMbI ECTECTBEHHOIO MMMY-

HUTeTa. 3TO NPOBOCNANUTENbHbIW LUTOKUH, OTBETCTBEHHbIN
3a MHOIMEe KIWHWYECKME MNPOSBNIEHUS BOCMANUTENbHbIX
3a6oneBaHnin. OcobeHHocTbio UJT 13 aBngetcd TO, 4TO
OH, B OT/InYME OT GOMbLIMHCTBA APYTMX LUTOKMHOB, CUHTE-
3uUpyeTcs B HeaKTMBHOM dopMe M 4N CBOEW aKTMBaLuu
TpebyeT y4acTus BHYTPUKIETOYHOrO CynpaMofeKynsipHOro
KOMMfieKkca — MHbAamMMacoMbl, KOTopasi y4acTByeT B npe-
BpalleHWn HeaKTMBHOro npo-U1 1 B axKTMBHYyO Mose-
Kyny, MHAYUMPYS, Taknm o6pas3om, NpoLecc BocnaneHus
[11-13]. C yyeHurem 06 nHpnammacomMme cBA3aHbl JOCTUKE-
HUS B N1aHe ndy4yeHus GyHaaMeHTalbHbIX OCHOB Pa3BUTUSA
ayToBocnanuTeNbHbIX 3ab60n1eBaHUN.

KoHuenuuio aytoBocnaneHus, yieHne o Kotopom 6epet
CBOM MCTOKM B KOHLEe XX B., B HacTosllee BpeMsa pac-
CMaTpMBalOT KaK OCHOBY pPa3BWUTMA MHOMMX 3aboseBaHuin
B 061aCTU BHYTPEHHEN MeanumHbl [14]. bharogaps npopbiBy
B NMOHWMaHWUM MEXaHW3MOB BOCMANEHUS U BbIICHEHMIO KItO-
4eBOM pPONM B NaToreHese ayroBocnaauTe/bHbIX 3aboneBa-
H1 WUJT 13 cTano NOHATHO, YTO K yKa3aHHOWM rpynne naToso-
TMYECKUX COCTOSHUM OTHOCATCH HEe TONbKO peaxkue GopMbl
HacneacTBEHHbIX NepPUOaMYECKnX nnxopagoK. CNncok ayTo-
BOCManuTeNbHblX 3aboneBaHUM B TeEYEHWE MOCAEeAHUX
NeT HenpepbiBHO MOMOMHAETCA 3a CYET He TONIbKO BHOBb
OTKPbIBaeMbIX HO30/10rM4YeCKMX GOPM, HO M AaBHO U XOPOLLO
M3BECTHbIX 60/lee MaccoBbIX 60ME3HEN, KaK peBMaTtuye-
CKMX, TaK U HepeBMaTUYECKUX. FPKUM MPUMEPOM ITOro
CNYXWT OTHECEHME K ayToBOCNaauTeNbHbIM Takoro 3a6one-
BaHWS, KaK CUCTEMHbIN IOBEHUNbHbIM apTpuT (CHOA) — oaunH
U3 SPKUX NpPeacTaBuTeNnen BocnannTeNbHbIX PEBMaTUYECKMX
3abofieBaHU Yy AeTen, KOTopoe AEMOHCTPUPYET HaMBOMb-
lee CXOACTBO C PpPsigoOM ayToBocnanuTenbHblx 3abosneBa-
HuK [15]. O6lweBocnanuTenbHble MPOSBAEHUS (NTMxopaaKa,
cbinb, "MMdageHonaTus, renatocnieHomeranus, cepo3unTbl,
NoBbILWEHME COAEPKAHUSA OCTPOBOCMNANUTENbHbBIX MapKe-
pOB), @ TaKe OTCYTCTBME ayToaHTUTen obbeauHsT clOA
C ayToBOCnanuTeNbHbIMK 3a60n1eBaHUAMM. 10 JaHHbIM nTe-
paTypbl, NpoBocnanuTenbHble UMTOKMHbI MJ1 6 u UJ1 1Ra
ABASAIOTCA KNOYEBbIMM MHAYKTOPAMW BOCMANEHUS y 3TUX
nauneHToB, 0 YEM CBUAETENLCTBYET UX OTHETIMBAS KOPPens-
LS C NOKasaTeNsiMu BOCNanuTeIbHOM aKTUBHOCTH.

ArpeccnBHOEe TeYeHMEe MepPEeYUCIEHHbIX 3aboneBaHuM,
pasBUTUE OCNIOXKHEHUN, YXYALIAWMUX XKUSHEHHbIM MPOrHO3,
OWKTYIOT HEOGXOAMMOCTb CBOEBPEMEHHOIO Ha3HayeHus ad-
GEKTUBHOM TapreTHon Tepanuu. Y4uTbiBas KIOYEBYO POJb
WJT 1-3aBUCMMOro BoOCMNaneHuss B pa3BUTUKM ayToBOCMasIM-
TeNlbHbIX 3a00/MIeBaHNI, a TaKKe TaKoro rpo3HOr0 OC/OXHe-
HMS, KaK amunongo3, BaXKHOe MecTo B ero npodunakiuke
M NIeYEeHUU 3aHMMaeT aKTMBHas NPOTMBOBOCMANMUTENbHAS
Tepanusa, HanpasieHHaa Ha nopasnexnne U1 13 n nossong-
jollas He TobKO mMoauduuMpoBaTb TedeHUe 3aboneBaHui,
HO M CHU3UTb PUCK Pa3BUTUS TAXENbIX, NOTEHLMANbHO leTalb-
HbIX OCMOXHeHMM [16]. K HacToseMy BpeEMEHN AN MHOMMUX
ayToBocnanuTenbHbIX 3a60neBaHMM Takaa Tepanusa paspabo-
TaHa. Bblbop neKapCTBEHHbIX CPEACTB M3 rPynmbl MHIMOUTO-
pos WUJ1 1 B ctpaHax EBponbl n CLUA orpaHmyeH 3 npenapara-
MU, UMEIOLLMMU PETUCTPALIMIO NPK PSAE ayTOBOCNANUTENbHbIX
3a60n1eBaHU: PEKOMOWHAHTHbIE PAacTBOPUMbIE aHTarOHUCTbI
peuentopos UJ1 1 (aHakuHpa) U pparMeHTbl peKOMOUHaHT-
HbIX PACTBOPUMbIX PELLENTOPOB (PUAOHALENT U KaHaKMHYMao,
npeacTaBnsiowWmm cobon MNOMHOCTbIO YeroBeYEeCKMEe MOHO-
KnoHanbHble aHTUTena K UJ1 1B). B Poccuiickon ®epepaumnm
MCcnonb3yeTcs TOMbKO MpenapaTt KaHakMHymab, 3aperncrpu-
poBaHHbIM B 2011 r. gng naumeHToB ¢ CAPS. C 2013 1. oH
TaKXe 3aperncTpupoBaH v ans nedeHuns ctOA.

B nocnegHuve rogbl B Poccum B KIAMHWYECKOM MpaK-
TMKE KaHaKuMHymab BCe 4alle MCMOoAb3ylT AN fle4YeHus
ayToBOCMNanuTeNbHblX 3aboneBaHWi, HakanaMBaeTcs OMbIT



ero mcnonb3oBaHusa u npu clOA (oaHaKo Moka B KavecTBe
npenapata He NepBOro psaa) v y 60NbHbIX, pedpaKkTep-
HbIX K CTaHAapTHO MPOBOAMMOMY feYeHUIo (FMIOKOKOPTH-
KonagamMu, MeToTpeKkcaToM, MHrméutopom WJ1 6 TOLMAKU3Y-
MaboM, MHrMbUTopam daKTopa HEeKpo3a OMNyxonu o U ap.).
B Halwem ueHTpe Mbl pacrnonaraemM OnbiTOM JIe4eHUs KaHa-
KnHymabom nauuneHtoB ¢ CAPS, TRAPS, clOA, cMHapomomMm
LWUHuTUNEepa. Huxke npeacTaBneHO onucaHue pes3ynbTaToB
fle4eHnss KaHakMHymabom 60/bHbIX, Habngaemblx B HUN
peBmatonorum um. B.A. HacoHoBoM B nepuoa € OKTA6ps
2012 no gekabpb 2015 .

ONMUCAHME CEPUM CNYYAEB

B xope vccnefoBaHWs NpoBOAMNIAch OLEHKA KIMHWUYe-
CKMX MposiBNeHWn 3aboneBaHWUs: y4uTbiBalM CUCTEMHbIE
npu3HaKku: nuxopagky > 38°C, cbiNb, nMMdageHonaTuio,
renatocniieHomeranuio, cepo3uT. Takxke 6panu B pacyeT
rna3Hble CUMMTOMbI (KOHBIOHKTUBHT, YBEWT), HAapyLUEHWS Cny-
xa. OueHKa cycTaBHOro cratyca BK/O4ana MOACYET yucna
aKTUBHbIX CYCTaBOB W YWUCNO CYCTaBOB C OrpaHU4YEeHUEM
dYyHKUMKN. IOPEKTUBHOCTb TEPANUK OLLEHMBANM MO AMHAMMU-
Ke KIMHUYECKMX CUMMNTOMOB M CHUXKEHWIO NOKa3aTenen CKo-
pocTn oceaaHus aputpountoB (COI), C-peakTBHOro 6enKa
(CPB), yMEHbLUEHMIO YMcna NTENKOLMTOB.

B TeyeHne ykazaHHOro nepuoaa Habnwoaanu 19 naum-
€HTOB: CPeAM HMX C ayToBOCManuTeNbHbIMU 3a60/1eBaHUA-
Mn — 12, ¢ ctOA — 7 yenoBeK. AyToBocnanutesnbHble 3a60-
neBaHua 6b1nn NpeactaBneHbl cnydaaMmn CAPS — 8 60/1bHbIX
(MWS — 6, CINCA/NOMID — 2), TRAPS — 3 nauueHTa,
cuHapomMa LWHuTunepa — 1 60/AbHON, B UX Yucne 7 nauu-
E€HTOB EHCKoro nona, 3 B3pocabix (ctapwe 17 ner).
Bo3pacT nauMeHTOB Ha MOMEHT BKOYEHUS BapbupoBan
oT 3 no 44 ner, Bo3pacT aebtota 6onesHn — o1 0 go 40 net:
9 nauueHToB 3abonenu B Bo3pacTe Ao 1 roga, cpeau
HUX — 6 c poxaeHusa. Tonbko 1 nauMeHT ¢ CUHAPOMOM
LLHuTUuNnepa 3a6onen B Bo3pacte 40 net. B uccnenoBaHum
npeactaBneHo 2 ceMenHblx cnydyas MWS (maTb M [04b,
MaTb M CblH). [JaBHOCTb 3a60seBaHns Ha MOMEHT Ha4vana
Tepanuu BapbupoBana oT 3 A0 44 net. Y Bcex 6GONbHbIX
npoBeAeH MONIEKYNAPHO-TEHETUYECKUIA aHaNM3 Ans BbIsiB-
neHunsa mytaumm reHoB NLRP3 (CIAS1), TNFRSF1A, MVK.

Y 6 60nbHbix ¢ MWS ycTaHoBneHbl myTtauun reHa NLRP3:
Thr436lle n Thr438lle, Thr350Met — y 4 (06a — ceMeiHble
cnyyau); 2 YyenoBeKa C KIMHUYECKN AOCTOBEPHbIM PEHOTH-
nom CINCA/NOMID 6binn HeraTMBHbI MO MyTauuam. Y Bcex
60nbHbIX TRAPS o6HapyXeHbl myTauuu B reHe TNFRSF1A:
His51Tyr, Cys59Arg, Cys99Arg.

Y Bcex naumeHTOB A0 Ha3HayeHUs KaHakMHymaba npu-
CYTCTBOBa/IM KaKne-nMbo Npu3HaKM aKTMBHOro 3abofeBa-
HUA (Tabn. 1): cbinb (n = 12), nuxopaaka (n = 12), rna3Hble
cumnTombl (N = 8) B BMAE KOHLIOHKTUBWUTOB WM YyBeEWTa,
HEeNpOCEeHCopHas TYyroyxocTb (N = 4), cycTaBHble NPOABEHUS
(n = 9), numdaaeHonatns (n = 7), NOpParKeHUsa LieHTpasbHON
HepBHOM cucteMbl (N =2,y 1 — B aHamMHe3se), 60/1b B }KMBOTE
(n =5), ctomatuT (n = 4), a TakKe oTcTaBaHWe B GU3NYECKOM
pa3Butumn y naumneHtoB ¢ CINCA/NOMID, y 1 — ¢ HapyLleHu-
€M WHTENNEKTyaNbHOro PasBUTUS U KOTHUTUBHbBIX QYHKLMW.
MNMoBbileHNe cofepyaHus ocTpodal3oBbiX MapKepoB BOC-
naneHns 3aperncTpupoBaHo y Bcex (n = 12) nauueHToB.
CnepnyeT OTMETUTb, YTO 3HAYUTENbHLIX UBMEHEHWUI B CycTa-
Bax B BMWAE TSKENOro ONnvro- uau nonuvaptputa, aedop-
Mauui, GYHKUMOHANbHOM HEeLOCTaTOYHOCTM He OTMEYEeHO
HW Yy OAHOrO NauueHTa. OTAroWEHHbIM CEMENHbIN aHaMHe3
no aytoBocnanuTeNbHbiM 3a6071€BaHUAM UMENU 6 GONbHbIX.

Hamu Takxe npoaHannavpoBaHbl 7 nauuneHtoB ¢ ctOA,
WX XapaKTepucTuKa npefctaBneHa B 1aén. 2. Cpean 601b-
HbIX Npeo6nagany mManb4mkm (n = 5). Ha MOMeEHT Havana
3aboneBaHMsa MeanaHa BO3pacTa NauMeHToB cocTaBuna 3
(ot 1,5 po 6,5) roga, cpeaHU CUCTEMHbIM cyeT — 5,1.
MNoparkeHne cycTaBoOB Yy BCeX MaunMeHToB cHOpMMpPOBanoch
B TeyeHue nepBbix 3 Mec 6one3Hn. MegmaHa Bo3pacTta
Ha MOMEHT Ha4yana Tepanuu KaHaknuHymabom cocTaBuna
12,5 (ot 3,5 go 17,5) net, NpoaoIKUTENbHOCTL 3abose-
BaHuag — 9 (o7 1 go 16) net. Ha MOMeHT Havyana Tepanuu
cUCTeMHble nposiBAeHns 3aboneBaHns 3adUKCUPOBaAHbLI
y BCex nauneHToB. M3 HUX nuxopagka — y 4, Cbinb — y 5,
nMmdageHonatus — y 7, renatocnieHomeranvs — y 7,
cepo3uTbl — y 2. CpeaHui CUCTEMHBIN cHeT cocTaBun 3,7.

Y 60nblIMHCTBA NauneHToB (n = 6) 6bina 3-9 cTeneHb
aKTMBHOCTU 3ab6oneBaHus, y 3 — Il pyHKLMOHANbHbIV Klacc
(®PK), 3 naumeHTa paHee nepeHecny CUHAPOM aKTMBaLMK
Makpodaros, 2 n3 HuUx — B Aebtote. Y 1 nauueHTKn aua-

Ta6nuua 1. KnvHuKo-aemorpaduyeckas xapakTepucTuka nauMeHToB C ayToBOCNaNUTEbHbIMKW 3a60/1eBaHUAMM, NOMYYaBLUMX KaHaKMHYMat

1 K. 5 K 0 5 MWS T438| - + + + - - - - - -
2 M. 16 w 0 15 MWS T350M + + + - + + - - - +
3 . 3 K 0 3 MWS T4361 - + + + + + - - - -
4 M. 41 K 7 34 MWS T350M + + + - + + + - - +
5 B. 17 M 0 17 CINCA - - + + + + + + + - -
6 M. 8,5 w 0 8,5 | CINCA - - + + + + + - + - -
7 B. 14 M 0,6 14 MWS T350M + + + + + + + - + +
8 M. 44 w 0 44 MWS T350M + + + + + + + - + +
9 B. M 0,5 | 85 | TRAPS | His51Tyr + + + - + - - - + -
10 K. 9 M 2 7 TRAPS | Cys59Arg + + + + - - - - + -
11 M. 13 K 0,4 13 TRAPS | Cys59Arg - + + - + + - - + -
12 M. 44 M 40 4 cu - - + + - - - - - - -

lMpnmeyvanme. CLU — cuHagpom WHuTuNEpa.
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Ta6nuua 2. KnnuHuKo-gemorpaduyeckas xapakTepucTkKa naLMeHToB C CUCTEMHBIM I0OBEHUIIbHBIM @apTPUTOM, NOJyYaBLUMX KaHaKUHYMat

1 b. 6 M 3,5 2,5 + + + + Onuro - - +
2 r. 11 M 3 8 - - + + Monun - - -
3 M. 17,5 XK 1,5 16 + + + + Monu - - -
4 C. 35 M 25 1 + + + + Onwro - - +
5 C. 12,5 M 2,5 10 + + + + Onuro + - -
6 T 15,5 M 4,5 11 + + + + Monn + - +
7 T 15,5 XK 6,5 9 - - + + Monu - - -

lMpumevarHmne. CAM — CUHAPOM aKTUBaLMKM MaKpodaros.

FHOCTUPOBAH MOP}ONOrMYECKM NOATBEPIKAEHHbIN amuno-
naos3 6e3 HapyweHus QYyHKLMU noyeK. Y Bcex nauueHToB
Ha MOMEHT Havyana Tepanuun oTMeYanncb akTMBHbIE CyCTaB-
Hble NPosiBAeHUs 3ab0NeBaHUs, MeanaHa Yncna akTMBHbIX
cyctaBoB cocTaBuna 12 (ot 3 go 20), 41cna cycTaBoB € orpa-
HU4yeHneM dyHKumMn — 12 (o1 3 go 25). Y 4 (57%) naumeHTOB
B MaTONOrMYecKui npouecc 6ol BoBNeYeHbl Ta3obeapeH-
Hble cycTaBbl (Il peHTreHonormMyeckaa cragua — y 2, IV —
y 1 nauneHTKn). Bce naumeHTbl UMENK BbICOKYO NabopaTtop-
HYl0 aKTMBHOCTb 3a6oneBaHumsa: CO3 35 (o1 12 no 48) mm/v,
CPB 95,7 (o1 10,5 00177,0) mr/n.

MpeawecTtBylowan Tepanusa

B TeyeHune npeablgywmnx neT 3aboneBaHns NpakTUYecKu
Bce 60/1bHble ayTOoBOCNaNUTENbHbIMK 3a601eBaHUAMM NONY-
Yann Kakue-nnbo aHTMpeBMaTU4YecKue npenapatbl, B T.u.
HecTepouaHble NPOTMBOBOCMNANUTENbHbIE CPeAcTBa, a3aTu-
ONPWH, LIMKIOCNOPHUH A, KONXWMUMH WU Ap., OGHAKO NlevyeHune
He 6blN10 PEryASPHbIM U AUTENbHbIM, MOCKOMbKY HE OKa3bl-
Bano JOMKHOro adpdeKkra. 5 60/bHbIX HA NPOTAKEHUN 3a60-
NleBaHna NPUHUMaNN MMIOKOKOPTUKONAbLI B BUAE CMMNTOMa-
TUYECKMX MapeHTepasbHbIX KypCOB WU BHYTPb, 1 60onbHas
¢ MWS u 1 naumeHT ¢ TRAPS Ha MOMEHT nccnenoBaHmsa npu-
HUManuU rMIOKOKOPTUKONAbI B 403e 0,11 0,7 Mr/Krmaccbl Tena
B CYTKM (no npeaHn3onoHy). Y 1 nauneHtkn ¢ CINCA/NOMID
Ha3Ha4YyeHne MHrMbuTopa haKTop HEKPO3a ONYX0Nu a ajanu-
Mymaba NpuBeno K yXyaweHUIO COCTOSHUS, BCAEACTBUE Yero
npenapar 6bl1 OTMEHEH.

Bce nauueHTol ¢ clOA Ha MOMEHT Hadvana Tepa-
MUKW KaHakKnHymaboM MonyyYanu MeToTpekcaT B gose 12
(11,5-15) Mr/M2 NOBEPXHOCTU Tena, OnblT MPUMEHEHUs
Apyrux 6a3ucHbIX MPOTMBOBOCMANUTENbHbLIX MpenapaToB
uMenn B aHamHese 4 nauueHTta (2 nonyyanu uUMKnodoc-
daH, 2 — uuknocnopuH). Bce nonyyanu HecTepouaHble
NpPOTMBOBOCMANUTENbHbIE CPEeACTBa M [IOKOKOPTUKOMUAbI
B ao3e 0,33 (0,15-0,42) Mr/Kr B CYyTKM (MO NPeaHU30/0HY).
BHYyTpUCYyCTaBHbIE MHBEKLIMM MIOKOKOPTUKOMAOB A0 Havyana
Tepanuu KaHakMHyMaboM BbIMNOAHANUCH 4 60fbHbIM, BCEM
LeTaAM paHee NpoBOAWMNAachb Nyabc-Tepanus MeTUANpeaHu-
30/10HOM B f103e 20—-25 Mr/Kr Ha MHOY3uto. KaHaknHymab
B KayecTBe MepBOro reHHO-UHXEHEPHOro GMOAOrMYECKOro
npenapata nonyyan 1 nauueHT, BTOporo — 3 (2 paHee
nonyyanu Touunndymab, 1 — aganumymab), Tpetbero — 2
(c npegwecTByOWMUM OMbITOM Tepanuu TOUWIM3ymMabom
W aTaHepuenTom — 1, Tounnmaymabom n abatauentom — 1),
naToro — ofgHa 60nbHas ¢ NpeawecTBylOWMM Nocneso-

BaTe/lbHbIM NpPUMeHeHneM UHbAMKcuMaba, aganumymaba,
Tounnusymaba v abartauenta. [MPUYNHON OTMEHBI NpeaLle-
CTBYIOLLEN TEepanun reHHO-UHKEHEPHbIMU BGUONOrMYECKUMMU
npenapataMmu cTannm MHOY3MOHHble peakuun (Ha TOLMIKU-
3ymab), nepBuyHasa nMb60 BTOpMYHaAsA He3aIdDODEKTUBHOCTb
Tepanuun. MHTepBan ¢ MOMeHTa NpeKpaLleHUs MPUMeHeHNs
npeablaywero reHHo-uHXeHepHoro GMOoNornyecKoro npe-
naparta coctaBun ot 1 Mec 10 4 net. HadHavyeHWe KaHaKMHy-
Maba y 5 60/bHbIX OKa3anocb 6e3anbTepHaTUBHbLIM B CBA3HK
C aKTUBHbIMW CUCTEMHbIMWM MNPOSBNEHUAMK 3aboneBaHuA
W NpeLwecTByoLMM papMaHaMHES3OM.

Pe3ynbrathl NPUMEHEHUA KaHaKUHYMa6a

HasHayeHWe KaHakMHymaba naumeHTam ¢ ayToBocnanu-
TeNbHbIMK 3a601€BaHUAMM OCYLLECTBAANM B A03e 4 Mr/Kr
npu macce ot 7,5 go 15 Kr, B 4o3e 2 Mr/Kr — npu macce
> 15 Kr, 150 mr — npu macce Tena = 40 Kr (Makcumasnb-
HO 150 mr) Kaxkable 8 Hea noakoxHo. MauneHtam ¢ ctOA
KaHaKMHymab BBOAMAWM MOAKOXHO M3 pacyeta 2—4 mr/Kr
(MakcuManbHo 300 Mr) Ha MHBEKLMIO C MHTEPBANIOM MEXKAY
UHBEKUMAMKU 4 Hend. [MpoaoKUTENbHOCTb Tepanuu y 60nb-
HblIX C ayToBOCManuTenbHbIMK 3aboneBaHMAMM COCTaBuna
oT 3 Mec Ao 2,5 nert, y 60nbHbIX ¢ ctOA — oT 9 mec a0 4 ner.

Ha ¢oHe nevyeHns KaHaKMHymMaboM y BCex NaLueHToB
C ayToBOCnanuTenbHbIMK 3a60/EBaHUAMU B TEYEHUE YKe
nepBbix 24 4 OTMEYEHO KIMHWYECKoe ynyyleHue: HopMma-
IM3aLmna CaMOYyBCTBUS, CYLLECTBEHHOE ynyylleHne HacTpo-
€HWS, 3MOLMOHANbHbIA NOABEM, KynMpPOBaHWE NMXOPALKH,
McYe3HOBEHME cbinn (puc. 1), yMEHbLIEHWE CTEeNEeHU Bbipa-
EHHOCTU NuMmdageHonaTum n renatocnieHomeranumu, Kynu-
poBaHMe WUAN YMEHbLUEHWE BbIPaXEHHOCTHU rMa3HbIX CUMMTO-
MOB, CY6bEKTUBHOE YyNyylleHWe chyxa U ayauorpammbl nNpu
JanbHeWWweM AUHAMUMYECKOM KOHTpOse, CHUXEHWE coaep-
¥aHus ocTpodazoBbIXx MapKepoB (Tabn. 3). AhdeKT Ha npo-
TS)KEHUW BCero nepuoga HabnoAeHUs UMen OAMHAKOBYIO
CTENEHb BbIPAXKEHHOCTHN Y BCEX BONbHbIX, 3a UCKIOYEHUEM
naumeHTkn ¢ TRAPS, y KoTopoi 4Yepe3 9 mec Tepanuu Gbin
3adUKCUPOBaH peLunanB, B CBA3K C YEM MHTEpBaN MeXay
BBeEeHUsaMM Gbln CoKpalleH 4o 4 Hea. B npouecce Habnto-
[eHus 6bl10 06palleHo BHUMaHWE Ha COXPaHEHME YMEPEHHO
NoBbILEHHOrO YPOBHSA ocTpodal3oBbiXx MapKepoB (CPB, COJ)
y camoro Taxenoro nauueHTta ¢ CINCA/NOMID ¢ 6onblioi
NPOAOIKMUTENBHOCTLIO 60ne3HU. OgHaKO B mocnegylowem,
B Te4YeHUe roaa, HopManuaaumus ypoBHs ocTpodazoBbix Map-
KepoB 6blna AOCTUrHYTa 6€3 crneLnanbHON KoppeKLnm 4O3bl.
Y atoro 60/7bHOMO, MMEOLEro 3HavyuTeNbHoe OTCTaBaHue




Puc. 1. KoxHble BbICbiNaHWs U OTEYHOCTb BEK Yy 601bHOM ¢ TRAPS o Havana (A) n Ha doHe neveHuns (b) kaHakMHymabom

Ta6nuua 3. OcTpodaszoBbie MapKepbl y NaLUEHTOB C ayTOBOCNANUTENbHbIMU 3a601E€BaHUSAMU U CUCTEMHBIM I0BEHUIIbHBIM apTPUTOM
[10 ¥ Ha GOHe NeYeHnss KaHakKnHymabom

Moxomno | o | Meromo | e | Mexomo | n
1 K. MWS 24 10 52,8 4,4 235 7,0
2 M. MWS 29 6 22,8 05 21,0 6.4
3 L MWS 30 308 2,4 15,4 79
4 M. MWS 60 7 235 05 12,9 4,9
5 B. CINCA 68 22 192 26 17,8 5,7
6 . CINCA 45 4 89,5 85 13 95
7 B. MWS 48 239 04 22 6,3
8 . MWS 35 12 18 1,2 27 5,7
9 B. TRAPS 30 4 178 08 205 6,3
10 K. TRAPS 50 10 6 1,2 22 43
11 . TRAPS 43 20 211 25 235 6,6
12 . cw 35 4 82,1 10,4 235 59
13 B. ClOA 40 12 835 06 16,3 7,2
14 r. CIOA 22 10 99,5 745 20 122
15 M. CIOA 35 8 08 102 10,3 7.8
16 . ClOA 30 10 1055 031 12,2 6.8
17 c. CIOA 48 2 84 02 26 10,7
18 T CIOA 44 25 177 57,5 12,8 9,4
19 T ClOA 12 6 118 382 72 9.1

lMpumeyvanme. CLU — cuHgpom WHuTuNepa.

B pocTe, GM3UYECKOM M NCUXMYECKOM pas3BUTMM, 3a 2 roga
nle4yeHnss oTMeveHbl npubaBKa pocTta Ha 10 cm, nosiene-
HWMe n bopMUpOBaHME OTCYTCTBYIOWMX paHee BTOPUYHbLIX
NOMOBbIX MPU3HAKOB, YNYYLIEHWE KOTHUTUBHbLIX QYHKLMHA,
coumnanbHoW aganTtaumm (puc. 2). NMprubaBKa pocTta Ha 11 cm
3a 2 roga Tepanuu 3apuKcupoBaHa M y BTOpoW 60JSIbHOM
¢ CINCA/NOMID. Y o6oux nauueHToB, Nosiy4aBLUMX TOKO-
KOPTUKOWUAbI, UX YAANOCb MOMHOCTbIO OTMEHWUTb, MCHE3U
NPOsIBNEHUS MMEBLUEr0 MECTO paHee MeAWKaMEeHTO3HOro
cvHapoma MueHko—KywuHra.

Y Bcex naumeHToB ¢ clOA y)e nocne nepBON WMHbLb-
eKuMKn npenapaTta KynupoBaniacb NMXOpagKa, B TeyeHue
2 Hep Tepanuu Gbla KynupoBaHa M cbinb (puc. 3). Yepes
1 mec OT Hayana Tepanuu M3 CUCTEMHbIX MPOSBAEHUN
coxpaHsinacb Hebonblasa renatocnieHomeranusa (n = 3).
Camasa BbicOKast 3P EKTUBHOCTb Tepanuu KaHaKuHyma-
60Mm 6bla 3apeructpypoBaHa y 3 nauveHToB 6e3 CToM-
KOro nopaKeHus CycTaBOB Ha MOMEHT Hayana fieyeHus.

Puc. 2. JuHamunka pocta u pa3sutus nauneHta ¢ CINCA/NOMID
Ha boHe ABYXNETHErO NEYEHNS KAHAKMHYMaGoMm

A) OKTA6Pb B) oKkTA6pb B) okTa6pb ) pekabpb
2013r. — 2014 r. — 2015r. — 2015r. —
134 cm 138 cm 143 cm 144 cm
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TepaneBTuyecknn otTBeT B npegenax 70-90% no neauart-
PUYECKUM KpUTEPUAM AMEPUKAHCKOM KONNernn pesmarto-
noros (AKP,.,,) Obl1 AOCTUTHYT Yepes 1 Mec OT Havana Tepa-
nuu, cTaTyC HeaKTMBHOro 3aboneBaHuss — 4yepe3 3 Mec.
Y 1 nauMeHTKM 3a nepuojg HabnogeHus 3apUKCUpPOBaHO
3 anu3oaa o60CcTpeHns nonnaptpmTta, 1 n3 KOTopbiX CONpo-
BOXaanca ¢ebpunbHoM nuxopagKkon Ha 15-m mec Tepanuu;
y 3 nauMeHToB 3QDEKT OT IeYEeHN KaHaKMHYMaboM He npe-
Bbicun 50% yny4lenus no Kputepuam AKP .., (oTcyTcTBUE
CUCTEMHBbIX MNPOSIBNIEHMK 3abosieBaHUsA MNpPU COXPaHEHWUU
aKTUBHOCTM MOAMApPTPUTa U MOBbIWEHHbIX N1a6opaTOPHbIX
MapKepoB BOCManeHuns).

HexxenarenbHble ABNEHUs

[lepeHOCMMOCTb NevyeHns B LeNoM Oblna XOpOoLIEeN.
HexkenatenbHble saBneHua (HA) 6binnM 3apernctpupoBaHbl
y 2 NauMeHToB C ayToBOCMNanuTeNbHbIMW 3a60eBaHUAMM.
Y neBo4ku ¢ MWS oTMe4eHO NOBTOPHOE NOSIBAEHME KOXKHbIX
M3MEHEHWH B BMAE KOMbLEBWAHOW rpaHynembl, KOTopble
nocne getanbHOro o6¢cneaoBaHns U UCKNIOYEHUS BCEX BOS3-
MOXHbIX MPUYMH OblIM PacCLLEHEHbl KaK NposiBieHue rpuo-
KoBOM MHPeKUMn. Ha doHe aHTUrpubOKOBON Tepannn 3adpuk-
CMPOBAHO KIIMHUYECKM 3HAYMMOE yiydlleHne, B CBA3U C YEM
fle4yeHne KaHaknHymaboM, BPEMEHHO MPUOCTAHOBIEHHOE,
O6bln0 NpoAomKeHo. Y 6onbHoro TRAPS Ha ¢oHe nepBbix
3 UWHbEKUMW npenapaTa oTMeYancs peunavBuUpyoLLIni
QYpYyHKyNes, pacLeHeHHbl Kak HY, KoTopbii He npuBen K
OTMEHe Tepanuu, a B JanbHenlem He peunaneupoBarn. Bee
nauneHTbl NPOAOKAOT NPUEM KaHaKMHymaba.

[epeHocMMOCTb TepanuMm KaHakMHymaboMm y Bcex nauu-
eHToB ¢ CHOA MOXHO pacueHUTb KaK xopolwyw, HA Ha
BBEeJEHWe npenaparta He 3aperncTpupoBaHO HWU Yy OAHOIO
nauuveHTa. OgHaKo Tepanusa NPoAo/IKEHA TONbKO y 2 nauu-
€HTOB C obuen gnuTtenbHocTbio npuema 10 mec u 4 roga,
COOTBETCTBEHHO. lpMyMHbI OTMEHbI Tepanuu: y 1 — opra-
HU3aLMOHHbIE, Y 2 — N0 MHWUMaTUBe pogutenen, y 1 —
BTOPUYHas HE3IhDDEKTUBHOCTb; 1 nauueHT cKoHYancs (npu-
YMHa CMEepTU — KPOBOTEYEHWE Ha OHEe rMMoKoarynsumu,
accouMMpoBaHHOM C CMHAPOMOM aKTMBaLMKW MaKpodaros,
pPa3BMBLUMMCH B XPOHONOMMYECKOM CBSA3M C HapylleHWEM
CPOKOB BBE[EHWS KaHaKMHyMaba M BTOPUYHOM HeaddeK-
TUBHOCTbIO MOCNedHero nocie BO30OHOBMIEHUS Tepanuu).
Y 4 nauneHToB NPOBOAMIACb KOPPEKLUS Tepanun Ha doHe
KaHaKnHymaba C OTMEHOM nepopasbHbIX MIOKOKOPTUKONIOB
y 1 W CHWXEeHWeM [03bl A0 NoaaepXuBalowen B 3 Apyrux
cnyyqasx. 3 nauveHTam B XOAe Tepanuu OCYLLEeCTBAS/IUCH
pa30Bble UHBbEKLNW TNIOKOKOPTUKOMAOB B KOSIEHHbIE CyCTa-
Bbl PU HapacTaHWM NOKaNbHOW aKTUBHOCTM BONE3HU (OBaX-
Obl — Yy 1, N0 OAHON UHBEKUMU — Yy 2 NALIMEHTOB).

OBCYXAEHME

UccnepoBaHua appeKTMBHOCTU U 6€30NacHOCTHU

KaHaKMHyMma6a y 60/IbHbIX ¢ ayToBOCNaNUTE/IbHbIMU

3a6oseBaHUAMMU

B nocnegHve rogbl HAKOMAEH ONpeaeneHHbIn OnbIT NPK-
MEHEHUS KaHaKWHyMaba, Mony4YeHHbIM KaK B ABOWHbIX Cle-
NblX N1aLE6OKOHTPONNPYEMbIX U MUNOTHBIX UCCNELOBaHUSX,
Tak U B PYTUHHOM KIMHWUYECKOW NpPaKTUKE, AEMOHCTPUPY-
IOWNN 3DPEKTUBHOCTb KaHaKnHymaba, B NepByl0 o4yepeb
npu CAPS, ¢ BbICOKOM CTEMNEHbIO fJOKa3aTenbHOCTH [16—-18].

OaHuMK 13 nepsBbix H. Lachmann u coaBT. ony6nnKoBa-
N1 pesynbTaTbl MHOMOLEHTPOBOro 48-HeAenbHOro ABOMHO-
ro cnenoro paHaAoMmM3npoBaHHoOro nccnegosarus (lll dasa)
no oueHke 3GPEKTUBHOCTU KaHaKMHyMaba y nauMeHToB C
CAPS [19]. B 1-e cyT y BCcex 60/1bHbIX KYNMpPOBaanMCb OCHOB-
Hble CMMMTOMbl 3a60NeBaHuUs, y NOAaBASOWEro 60/bWWH-
ctBa (97%) Habnwganca nofaHbl oTBET K 15-m cyT nocne

Puc. 3. KoxkHble BbiCbiNaHWs y 60/1bHOMO C CUCTEMHbIM I0BEHWUBbHBIM
apTpuToMm 0 Havana (A) u cnycts 1 mec neyveHus (b) KaHakMHyMabom

T
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nepBon MHbEKUMU. B fanbHenwem B cepun uccnegoBaHum
no NpMMeEHEHUI0 KaHaknHymaba (J. B. Kuemmerle-Deschner
n coaBT.— 166 B3pocnbix U aeten ¢ CAPS [20]; I. Kone-
Paut n coaBT.— 35 nauueHTtoB ¢ CAPS [21]; R. Goldbach-
Mansky u coaBT.— 6 nauueHtoB ¢ CINCA/NOMID [22];
R. Caorsi n coaBT. — 13 nauuneHTtoB ¢ CAPS [23]; T. Imagawa
n coaBT. — 19 naumneHToB ¢ CAPS [24]) Habnoganu xopolwne
pesynbTathl neyvyeHua y nogasngwowero (89-95%) uucna
nauneHToB. OfHaKO MpPaKTUYeCKU BO BCEX UCCNeLOBaHMUAX
Oblna NoKadaHa HegocTaTovHas apdEKTUBHOCTL Npenapara
y 60nbHbIX € TAKenbiM deHoTnunom (CINCA/NOMID), yTo cTa-
/10 NOBOAOM ANS YBEMYEHUS [03bl U COKpaLLeHUs UHTEpPBa-
JIOB MEXy BBEAEHUAMMW.

Heo6x0aAMMOCTb yBEeNUYeHUs J03bl KaHaKnHymaba y nauu-
eHToB ¢ CINCA/NOMID 6biia npoAeMOHCTPUPOBaHa 1 B psiae
OpYyrux uccnefoBaHui, B YactHocty y 10 yenoek ¢ CAPS
C [LWUTENbHOCTbIO HabMOLEHUS B PYTUHHOW KIMHWUYECKOM
npaktnke ot 1 o 3 net [25]. B pa6ote C.H. Sibley un coaBT.
6 nauuneHtoB ¢ CINCA/NOMID 6binn nepeKkntoyeHbl ¢ aHa-
KUHPbl HAa KaHaKWHyMab cornacHo NPOTOKONY UccnefoBaHuUs
[26]. Heob6x0aMMO OTMETUTb, YTO COCTOSIHWE BCEX GONbHbIX
060CTPUNIOCh Ha GOHE OTMEHbl aHaKWHPbI, YTO CBUAETESb-
CTBYET O HEeOo6XOAMMOCTU HEMPEPBLIBHOrO NIEYEHUA TaKMX
60/bHbIX. B paboTe nokasaHo, 4TO Ha GOHe NleyeHna KaHa-
KWHYyMaboM 6blfl NOAyYEH XOPOLWMUN OTBET C KyNUpoBaHUEM
KIMHUYECKMUX NPOSIBAEHUM U HOpManu3aLunen nabopaTopHbIX
MapKepoB. Tem He MeHee GOMbLUMHCTBY MaLMeHTOB noTpe-
60Banoch yBenuMyeHne Ao3bl npenapaTta, T.K. MUHUMabHble
NPOSBAEHUA MOPaXKEHWUS LeHTPanbHOM HEPBHOM CUCTEMbI
(B 4aCTHOCTHU, NEWKOLMUTO3 B CMUHHOMO3IOBOM MMAKOCTH,
HapyLlweHUs cnyxa) COXPaHAIUCh y 60NbLUEN YacTu AeTew.

MpenctaBneHHbIW Bbllle COOGCTBEHHbLIM OMbIT NPUMEHEe-
HUS KaHaknuHymaba CBUAETENLCTBYET O MOXOMMUX pPe3yib-
Tatax fledyeHus. lokasaHo, 4To Hanbonee GbICTPbIN U APKO
BblpaXeHHbI OTBET Ha Tepanuio KaHaknHymMaboM oTmevar-
ca 'y naumeHtoB ¢ CAPS (MWS). Y 6onbHoro ¢ CINCA/NOMID
He TaK ObICTPO CHUXanuCb NabopaTopHble MapKepbl BOC-
naneHus, TeM He MeHee CO CTOPOHbI 06LEeBOCNaNUTENbHbIX
NPOSIBNIEHUI (CamMO4yBCTBME, IMXOPaAKa, Cbifb, apTpanrun)
[VWHaMUKa Oblna CTO/Mb e CyllecTBeHHON. OTMeYeHbl TaK-
e KynupoBaHuWe ra3Hom CUMNTOMATUKK U NOSTIOXUTENbHASA
[MHaMWKa Mo AaHHbIM ayanorpaMmbl.

Pesynbratbl M3y4eHWUs oThanieHHOW 6e30MacHOCTU Mpu-
MEHEeHUs KaHakuMHymaba y 234 nauueHToB Oblnn npoae-
MOHCTpPMpOBaHbl B paboTte H. Hoffman n coaBT. [27]. OHu
3apeructpuposanu passutue HA y 28% 60nbHbIX, cpe-
W KOTOpbIX Hanbonee pacnpocTpaHeHHbIMU ObliM UHbEK-
LMK BEPXHUX AbIXaTeNbHbIX NyTER M MOYEMNOSIOBOro TpakTa
(y 13% nauuneHToB). Cepbe3Hble HA oTmeueHbl y 8,5%
yenoBeK. bnusKkasa yactota cepbesHbix HA 3adukcupoBa-
Ha B uccnegoBaHuu T.Imagawa M coaBT.— Yy 2 6OJbHbIX
pa3Buancb AMDOY3HbIA BACKyIUT M MHEBMOHUS, KOTOpble
OblIN KYNMPOBaHbl CTaHAAPTHbIMW CpPeACcTBamMuK Tepanuu
[24]. NepeHOCMMOCTb neYeHns y NauueHTOB, OMUCaHHbIX



Hamu, Oblna yAOBNETBOPUTENBHOW, cepbe3Hbix HA 3ape-
TMCTPUPOBAHO He 6bl10, HX Yy OAHOro 60/bHOr0 npenapar
He Obl/1 OTMEHEH.

B HacTtosillee BpemMsa HaKamauBaeTCs OMbIT YCMewHo-
ro NpPMMEHeHWs KaHakuvHymaba u npu TRAPS. Ony6aunko-
BaHHble M. Gattorno n coaBT. pesynbratbl 33-MeCcsi4HOro
OTKPbITOrO UCCeAoBaHMUS Mo oLeHKe adPEeKTUBHOCTH U 6e30-
NacHOCTU KaHaKnHymaba y 20 naumeHToB ¢ TRAPS nokazanu
pa3BuUTME KIIMHUYECKOW pPEMMUCCUM Y BCEX Habngaemblix
Ha 15-e cyT OT BBeeHMsA npenapata, CKOPOCTb Pa3BUTUSA
KoTopon coctaBuna Bcero 4 cyt [28]. CneayeT OTMETUTb, YTO
nocne OTMeHbl npenapata 060CTpeHne 3aboneBaHus pas-
BMUNOCb B CPOKM OT 72 Ao 122 cyT, T.e. Nepuoa OTCYTCTBUS
nposiBNeHNn 601e3HM BblT AOCTaTOYHO Aoarum. HA oTmeua-
JIMCb HEYacTo M y 60MbLIMHCTBA NaLMEHTOB Gbln NpeacTas-
NeHbl HETAXENbIMU MHPEKLMSMU PECnnpaToOpPHOro TpakTa.
Y 3 naumeHToB ¢ TRAPS, onncaHHbIX HaMW, TaKxe Obl Nosy-
YeH MOJIHbIN KNMHUKO-NabopaTopHbIA OTBET Ha Nle4YeHHME.

MpoBOASATCS MHOrOLEHTPOBbLIE MCCNEeAOBaHUs, U HaKa-
NAMBaeTcs ONbIT MPUMEHEHNS KaHaKMHymaba 1 nNpu Apyrux
ayToBocnanutenbHbix 3abonesaHnsax (HIDS/MKD, cemenHas
CpeAn3eMHOMOpPCKas NIMXOopajKa, Pe3UCTEHTHas K Tpaau-
LLMOHHOMY NE€YEHMIO KOAXMLMHOM, cUHApOM LUHuTUNepa)
[29, 30].

UccnepoBaHusa apPeKTUBHOCTU U G€30NaCHOCTU
KaHaKMHyma6a y 60JIbHbIX C CHCTEMHbIM
IOBEHW/IbHbIM apTPUTOM

JleyeHune nauneHToB ¢ ctOA — oaHa U3 cepbe3HbIX Tepa-
NeBTUYECKUX Npob6aeM. 3To Hanbonee Taxenble Ans Kypaunu
nauneHTbl, B HEKOTOPbLIX CaydYasx TpebylolmMe MCrnonb30-
BaHWS BCEro0 MMEIOLLErocs B HacTosliee Bpems apceHana
NPOTUBOPEBMATUYECKMX CPEACTB, YTO He BCeraa okasbiBa-
eTcs yenelwHbiM. OcHOBHbIe NpuHUMNbl Tepanun cOA 'y neten
M3M10XKEeHbl B peKkoMeHaaumax AKP 1 cBogsaTca K KynupoBa-
HUWIO OCTPbIX CUCTEMHbIX MPOSIBNEHWI, @ B AalbHEMWeEM —
NepCUCTUPYIOLLEro CycTaBHOro cuHapoma [31].

PeBONIIOUMOHHBIM CTaNo UCMNoJib30BaHWe Yy 6O0/bHbIX
ctOA npuvHUMNMANBHO HOBbLIX MO MEXaHW3My [OenCcTBuS
COBPEMEHHbIX CPEeACTB — TEHHO-UHXXEHEPHbIX Guonornye-
CKMX MpenapatoB, MexaHWU3M AENCTBMS KOTOPbIX OCHOBaH
Ha UHIMOGUPOBAHMN OCHOBHbIX MPOBOCNANUTENbHbIX LIUTOKK-
HOB — ¢daKTopa HeKkpo3a onyxonu «, N1 1 1 6, urpatrowmx
CylWecTBEHHYO pofib B natoreHese clOA [32].

KaHnakvnHymab ctan nepsbiM MHrM6uTopom W1 13, KoTo-
pbI NPOLWEN pPerncTpaumio U 6ol paspelleH 4as npumeHe-
HusA npu ctOA B Poccuiickon Peaepauum (¢ mapta 2013 ).
MNMoaKoxHoe ero BBeaeHne 1 pas B 4 Hepa CTano BECOMbIM
npevmylLecTBoM Ans Bbibopa npenapaTta y 60nbHbiX CHOA.
YcnewHble pesynbTatbhl N€4EeHUs KaHakMHymMaboM nauueH-
TOB ¢ CclOA B BOo3pacte 2—19 neT 6bliM NOSlyYeHbl B 2 KIU-
HMYyeckux ucnbitanmsax lll ¢asbl [33]. B nnaueboKOHTPONU-
pyemMomn cTaguu uccnefoBaHWs MPOAEMOHCTPUPOBAHO, YTO
y 6onbwnHcTBa (84%) 60MbHLIX Ha 15-e cyT nocne ogHOM
[03bl, BBEAEHHOW MNOAKOXHO, oTMeyanocb 30% ynyyuwe-

UCTOYHUK ®PUHAHCUPOBAHUA

Hue no Kputepuam AKP..., (y 10% — B rpynne nnaue6o).
B oTKpbiTOon dase muccnegoBaHnsa aos3a MMIOKOKOPTUKOMAO0B
6blna CHUXKeHa y 62% 60/bHbIX, y 46% OHU GblAK NOAHOCTbIO
OTMEHEHbI.

CnepnyeT OTMETUTb, YTO, MO AaHHbIM MOCAEAHUX MCChe-
[I0BaHWW, BbiCOKas M cTabunbHas 9OPEKTUMBHOCTb KaHa-
KMHyMaba acCcouMMpyeTCs C MEHbLUen ANUTENbHOCTbIO 3a-
60/1eBaHKSA, MEHbLUEN Bblpa)EHHOCTbIO apTpuTa U 6onee
HU3KUMW 3HAYEHUSAMM CyppOraTHbIX NabopaTopHbIX NOKa3a-
Tenen akTMBHOCTH, Taknx Kak CO3 n CPb, ¢ Hopmanu3aunen
CPB Ha 15-e cyT Tepanuu, a TaKxe C OTCYTCTBMEM npen-
LECTBYIOLLEro OnbiTa MPUMEHEHUS WUHIMOUTOPOB daKTopa
HEKPO3a OMyXOnM o, Ha3Ha4YeHUs HEeCTepoMuAHbIX NMPOTUBO-
BOCMNaNUTENbHbIX CPEACTB Y HU3KOW UCXOAHOW A030M MIOKO-
KopTuKongos [34].

CornacHo pe3synbtaTaM HegaBHO OMNy6/IMKOBAHHOMO
cucTemMatmMyeckoro o63opa M mMeTaaHannsa paHAOMMU3UPO-
BaHHbIX KOHTPOJIMPYEMbIX UCCnefoBaHmin [35], rpynnon aKc-
nepToB NPeAIOKEHO Ha3Ha4vyaTb KaHaknHymab B KayecTBe
npenapata NepBow JIMHWMKM NpU NpeobnagaHUM CUCTEMHbIX
NPOSIBAEHWI U MMHUManbHOM CYCTaBHOM CUMHAPOME.

OdbdEKT OT NevYeHUs KaHaKMHymaboMm Yy MauMeHTOB C
clOA, onucaHHbIX Hamu, Obll HE TaK SPKO BblpaeH, Kak
y 60/IbHbIX C ayTOBOCMaNUTENbHbIMU 3a601€BaHUSAMU, OAHA-
KO CUCTEMHbIE NPOSIBAEHMS KYNUPOBaUChb Y BCEX NaLMeH-
TOB. 3TO Kacanocb 3 nNauMeHToB C NOAMapTPUTOM C NPOABU-
HYTbIMW PEHTTEHONOMMYECKMMMN NBMEHEHNAMMU.

3AKJ/IIOMEHME

o Hawemy onbITy, lIe4eHNne KaHaKMHyMaboM y nauuneH-
TOB C ayToBOcCnanutenbHbiMu 3a6onesaHnsamun u ctOA aBns-
eTCcs BbICOKOIPPEKTUBHbIM. Hanbonbluee BAMsHWE B NiaHe
NOJSTHOrO KYNMPOBaHMA 3TOT Npenapar oKa3dbiBas Ha CUCTEM-
Hble MPOSBAEHUA Y BCeX 60MbHbIX. OQHAKO OH He oKasan
CYLLECTBEHHOr0 BO3AENCTBMSA Ha CMMMTOMbI MOAMapTpUTa.
Mmelolmeca B HacTosillee BpemMs auTepaTtypHble AaHHble
TaKKe CBMAETENbCTBYIOT O HU3KOW 3P DEKTUBHOCTHM Tepanmm
nHrnéutopamun UJ1 1 Ha ctagmum cdopMUpoBaBLLErocs CTOM-
Koro nonunaptputa. Cepbe3HbIX HexenaTeNbHbIX SBAEHUI
npu Ne4YeHUn KaHaKMHyMabOM HaMW OTMEYEeHO He 6blo.
OnbIT denepanbHbIX LEHTPOB M pPeErMoHanbHbIX Ne4ebHbiX
YYpPEKAEHUN NpuUMeHeHna uHrnomutopos UJ1 1, B 4acTHo-
CTU KaHakuHymaba, NnoKa HeBeNMK, 4YTO CBfI3aHO C HeaaBs-
HWUM MOSIBAEHWEM NpenapaTta Ha papmMaLeBTUHECKOM PbIH-
Ke W BbICOKOM CTOMMOCTbIO JIe4eHUs, 4To 0BycnoBaMBaeT
C/IOXHOCTb OpraHusaumun Tepanuun. Tepanus MHIM6UTopamu
M1 1 6onblUMHCTBA ayToOBOCNaNUTENbHbIX 3abofeBaHUM
aBnseTca 6e3anbTepHATUBHOM, MOXMW3HEHHOW U TpebyeT
BHMMaHUA rocyaapctBa B OTHOLIEHUM oBecneyvyeHns naum-
€HTOB BbICOKO3I(PDEKTUBHBIMU, HO AOPOrOCTOALMMU NlEeKap-
CTBEHHbIMU npenapaTtamu. Y1o Kacaetcs clOA, Heob6xoaMMo
OTMETUTb, 4YTO MPUMEHEHWE KaHaKuHymaba MOXET ObiTb
[OMNyCTUMOW ONuUMEN Ha paHHUX 3Tanax pa3sutusa ctOA. 3To
cooTBeTcTBYEeT pekomeHaauuam CARRA ans Bnepsble ycTa-
HoBNeHHoro clOA.

CrtaTba ony61vMKoBaHa Npu Noaaep:KKke Komnanum «<Hosaptuc dapman.
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