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B ctatbe npuBoaaTcs cBeAeHUss 0 HeGarornpusiTHOM TEeYeHUM CUCTEMHOIO BapuaHTa BEHUIbHOMo apTpUTa, PE3UCTEHT-
HOro K MUMMYHOCYIMPECCHMBHOMN TEPAnMM METOTPEKCATOM B KOMGMHALIMM C LIMKIOCTIOPUHOM, My/bC-Tepanun MeETOTPEKCATOM
WM METUANPEeAHN3010HOM. OnncaHo ycrneuHoe npPUMEHEHNE TE€HHO-UHXEHEPHOro GMOIOrMYECKOro npenapara ToLMIn3y-
Maba y naumeHTa C lOBEHUJIbHbIM apTPUTOM C CUCTEMHBIM Ha4yasa0M. YKke nocsie nepBoi MHQY3un rnpenapara CyLEeCTBEHHO
YMEHbLLUMUCA 6ONEBOK CUHAPOM, NOC/E BTOPOH — KyrnnpoBaach MxopaaKa, OTMEHEHbI HECTEPOUHbIE MPOTMBOBOCAN-
Te/IbHbl€ CPEACTBA, N0C/1e TPETbEN — KYNMPOBaIMCh TMMGaAEHONAaTIS U CNIEHOMEraauns, CylLeCTBEHHO yBeUYNAachk QYHK-
LIMOHa/IbHasi aKTMBHOCTb pebeHKa. K 12-My mec nedveHmns JOCTUrHyTa HeaKTUBHas pa3a 6071e3HM, MPaKTUYECKN MOJHOCTbIO
BOCCTaHOBM/INCh [IBUKEHMSI B CyCTaBaXx (3a MCKIIOYEHMEM MPaBoro Ta3ob6eapeHHOr0), CyLeCTBEHHO Y/y4LLINIOCh Ka4eCTBO
XU3HM 60/1bHOr0. [TpnBeAEHHbIN NPUMEP CBMUAETENbCTBYET O BbICOKOM 9PPEKTUBHOCTM aHTaroHncTa MHTepIeNKMHa 6 Toym-
m3ymaba rnpu CMCTEMHOM apTpuTe, KOTopas Mo3BOJIMAA KynupoBaTb HE TOJIbKO CyCTaBHbIE, HO M 3KCTPaapTHUKY/ISIPHbIE MPO-
SIBIeHUs1 60JIE3HM, 4TO 06eCNe YN0 PeGEHKY aJeKBaTHOE TeYEHME rnepuoaa nybeptaTa U BOCCTaHOB/IEHME TEMITOB POCTA.
KnroueBble cnoBa: cvCTEMHbIN IOBEHWU/bHBIA MAMONATUYECKUI apTPUT, FEHHO-UHKXEHEePHbIEe GUOJIOMMYECKHe npenaparThl,
TounIn3ymao.

(Ana untupoBaHus: KpacHononbckas A.B., Conpatoa O.H., CamouwkuHa E.C., LLéknHa H. B., banbikosa J1.A. OnbIT Npu-
MEHeHWs Toumnndymaba npuv CUCTEMHOM BapWaHTE IOBEHUbHOMO WAMOMATUYECKOro apTpuTa. Bornpockl coOBPEMEHHOM
neanatpmmn. 2015; 14 (5): 579-585. doi: 10.15690/vsp.v14i5.1443)

BBEJEHME yrpoxatoume Kn3Hu NoMopraHHble HapyLlEeHUsS U OCNOXK-
CHUCTEMHbIA IOBEHUIIbHBIA  MAWONATUYECKUIN apTpUT HeHWs B BMAE CUHAPOMa aKTMBaLuu makpodaros, Bbipa-
(cCOMA) — 3aboneBaHne MynbTUdAKTOPHUANbHON NPUPO- YKEHHOM PYHKLIMOHaIbHOM HEAOCTATOYHOCTM U aMUIoMA03a

[bl, XapaKTepuaylleecs reHepaan30BaHHbIM MOpParKeHU-
€M CyCTaBOB C BOBJIEYEHWEM B MMMYHOMAaTONOMMYECKUM
NpoLecc BHYTPEHHWX OPraHoB. JTO Haubonee TAXeNbin
BapuaHT TedeHus tOUA, npy KOTOPOM 4acTo pa3BMBatoTCA

[1-3]. YcTaHOBNEHO, YTO pa3BUTHUE NONMAPTPUTa B TEYEHUE
nepBbix 6 Mec 601e3HU, BOBEYEHUE B MpoLecc Tazobe-
[PEHHbIX CyCTaBOB W Hanuyine TpPoMOGOLMUTO3a SBASOTCH
NPOrHOCTUYECKM HEGNAronpusaTHbIMKM GaKTopamMm 1 yKasbl-
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Experience of the Tocilizumab Application in Systemic
Onset Juvenile Arthritis

The article provides information on the unfavourable course of systemic onset juvenile arthritis, resistant to immunosuppressive therapy
with methotrexate in combination with cyclosporine, and pulse therapy with methylprednisolone and methotrexate. We describe the
successful use of genetically engineered biological drug tocilizumab in the patient with systemic onset juvenile arthritis. After the
first injection, pain was already significantly reduced; after the second, fever was relieved and non-steroid anti-inflammatory drugs were
cancelled; after the third, lymphadenopathy and splenomegaly disappeared and the child’s functional activity improved significantly.
After 12 months of treatment, an inactive phase of the disease was achieved, the joints’ kinetics (with the exception of the right hip)
were almost entirely restored and the patient’s quality of life had significantly improved. At the same time, metabolic disorders and
changes in the cardiovascular system were reversed. This example demonstrated the high effectiveness of interleukin-6 antagonist
tocilizumab in systemic arthritis, which allowed arresting joint affection as well as extra-articular manifestations of the disease, providing
normal puberty, the restoration of growth and sexual development.
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KnuHun4yecKoe Ha6GnogeHue

BalOT Ha BbICOKMI PUCK Pa3BUTUS TAXKENbIX AECTPYKTUBHbIX
M3MEHEHUI B cycTaBax B TeyeHue 2 neT [4, 5.

CUCTEMHbIV apTPUT — NaToreHeTM4ecKn HeogHOPOaHOE
3aboneBaHue, MHOTME KIIMHUYECKUE U nabopaTopHble Npu-
3HaKW KOTOPOro 06ycnoBfieHbl HE TOIbKO ayTOMMMYHHbIMU
MeXaHM3MaMM, HO U aKTMBaLMEN CUCTEMbI BPOXKAEHHOIO
UMMYHWUTETA, B 4aCTHOCTM KJIETOK MOHOLMTapPHO-MaKpo-
daranbHOro psga, a Takxke uHtepnenkuHos (UJ1) 1, 6, 18
[6-8]. C runepnpoayKkumen WNJ1 6 cBa3biBalOT pa3BuUTUE
CyCTaBHOW AECTPYKUMK (BCNEACTBME MPSAMOW aKTMBaLUK
OCTEOK/1aCTOB) M BHECYCTaBHbIX MPOABAEHUN GONE3HU —
nmxopanku, cnaboctu, Tpombountosda. UJ1 6 ctumynupyet
npoayKkuuio 6enKoB octpon ¢pasbl BocnaneHnsa (GpubpuHo-
reHa; C-peaktuBHOro 6enka, CPBE), akcnpeccuio mMonekyn
aAresunn, MHrMbMpyeT CUHTE3 anbbyMWHa W CTUMYNMPYeT
CeKkpeuMto renatountaMu rencuanHa, Kotopbii yMeHblua-
€T BCacCblBaHME Xene3a B KMUIEYHUKEe M nofgaBnsieT ero
BbICBOGOXAEHNE N3 MaKpodaros, YTO ABASETCH NMPUIYNHOM
aHemuu [9, 10]. AKTUBHO ob6cyxaaeTcs ponb U1 6 B pas-
BUTWUM 3HAOTENNANbHOM ANCOYHKLMUU, UHCYTUHOPE3UCTEHT-
HOCTM W aTEePOCKNEPOTUYECKUX CEepAeYHO-COCYANCTbIX
OC/NIOXKHEHUW peBMaTOMAHOro apTputa (B T.4. apTepuaib-
HOW rMnepTeH3uun) [11].

NeyeHne clOMA — opHa M3 Haubosiee COXKHbIX MpPo-
671eM, MOCKOJIbKY TpPaAWLIMOHHbIE MPOTMBOPEBMAaTUYECKME
CpeAcTBa Yy MOMOBMHbLI MaLMEHTOB HE CMOCOGHLI OCTaHO-
BUTb MNpPOrpeccMpoBaHve AECTPYKTUBHbLIX WM3MEHEHW B
cycTaBax, PeunanBuMpoOBaHME IKCTPaAaPTUKYNAPHbLIX MPOSB-
NIEHUN, HapacTaHuMe CcTeneHu WHBanuau3auuu [1, 4, 12].
Cnepgyetr OTMETUTb, YTO TMIIOKOKOPTUKOMAbI, 4O HeAaBHEro
BPEMEHM CNY}KMBLUME Mpenapatamu nepBoro Bbi6opa Ans
605nbHbIX CHOWA, He Bcerga KOHTPOMMPYIOT TedeHue 3abone-
BaHWA, He MpPeAoTBPaLLalOT KOCTHO-XPSLLEBON AECTPYKLUMUK
W UHBaNUAM3aUMKW NAUMEHTOB, @ UX AIUTENbHOE NPUMEHE-
HWe MPUBOAMUT K Pa3BUTUIO TSXKENbIX, YacTO HeobpaTUMbIX,
NOCNeACTBUM (3afeprKKe pocTa M NOJI0BOr0 pa3BUTUS, Haa-
NMOYEYHUKOBOM HEeLOCTAaTOYHOCTHU, OCTEONOPO3Y, CUHAPOMY
KywwuHra v gp.) [13].

3HaunTeNbHbIM MNporpecc B nevyeHun 60nbHbix cOMA
CBSiI3aH C BHeApPeHWEM B K/IMHWYECKYIO MPAKTUKY FEHHO-
MHXKEHEPHbIX 6uonornyeckmx npenapartos (FMBI). MepBbiM
npenapaTtomM AaHHOM rpynmnbl, UCMONb30BaHHbLIM B OTeye-
CTBEHHOW NeaMaTpu4yecKon peBMaToIornn aNis nevYeHus aton
KOropTbl NauMeHToB, ctan nHrnébutop CD20+ B numdountoB
puTykcnumab [14]. B CLLUA cpeactBamu Bbibopa 6bIN UHMU-
6utopbl M1 1 [15]. OgHaKo peanbHbIM MPOPbLIBOM B TEpanuu
ctOUA cTtana pa3paboTka u BHeApPEHWE B MPaKTUKY npena-
paToB, 6110KMNpYoLWKX addeKTbl U1 6. B KNIMHUYECKNX ncche-
[OBaHWaX MPOAEMOHCTPMPOBAHa BbiCOKas 3dPEKTUBHOCTb
M 6e3onacHoOCTb aHTUTEN K peuentopy UJ1 6 — npenapaTta
TouMnM3ymab — B IEYEHUN CYCTaBHbIX U CUCTEMHBIX GOPM
HOMNA [16-19].

Hw)Xe npeactaBneHO onucaHue TepaneBTUYECKMX 3dh-
deKToB Tounnndymaba y 6o0nbHoro ctOMA 1 akTMBHbIM NOAK-
apTPUTOM.

KNIUHUYECKHUIA NPUMEP

MauuneHT P, 15 neT, Habnogaetca B MopaoBCKOW pecny-
O6/IMKAHCKOW [OEeTCKOW KauHu4deckon 6onbHuue (MPAOKB)
¢ 2004 r. ¢ anarHo3om «HOBEHUNbHbIN apTPUT C CUCTEMHbBIM
Havanom.

M3 aHamMHe3a W3BECTHO, 4YTO PebEeHOK W3 HEMOJSHOW,
coumanbHO Hebnaronosay4Hom cembu (BOCMUTbIBAET C POXK-
OEHUs TONbKO Mama), poauncs OT nepBon ¢usnonoruye-
CKOM 6epeMeHHOCTU 1 poaoB. Bec npu poxaeHun coctaBui
3350 r, 3akpuyan cpaasy. [epnoa HOBOPOXKAEHHOCTH NpPOTe-
Kan 6e3 ocnoxHeHun. Haxoamnncsa Ha ecTeCTBEHHOM BCKapM-

nnBaHMn. M3 nepeHeceHHbIXx 3aboneBaHnin MaTb oTMedana
OCTpble pecnupatopHble MHOEKLNKU, OBCTPYKTUBHBLIN OPOH-
XWUT. HacneacTBEHHOCTb MO peBMaTU4yecKUM 3aboneBaHuam
He oTaroweHa. lMpmMBUT cornacHo KaneHgapto NpMBUBOK, 6e3
peaKkLunin N OCNOXKHEHWN.

3abonenoctpo B Bo3pacTe 4 NeTnocne an1M3oaa KUWe4yHom
nHdeKumn. B pebiote 3aboneBaHuUsi OTMEYaNMCb MOBbILLE-
HWe TemnepaTypbl Tena, SBAeHUS MHTOKCUKaLMK, ninmbage-
HonaTtusl, Hebonbwoe (+1,5 cM) yBennyeHne neyeHu, 60nb
npv OBUMXKEHWWM W NPUAYXIOCTb B MPaBOM [OIEHOCTOMHOM
cyctaBe. Manb4mK Obln rOCNUTaANM3UPOBaAH B TFOPOACKYHO
MHOEKLUMOHHYIO 60/bHMLY C AMarHo3om «OCTPbIM 3HTEPMUT.
PeaKTnBHbIM apTpUT». B KNIMHNMYECKOM aHan13e KpoBu: remo-
rno6uH 92 r/n (Hopma 115-145), CO3 59 MM/4 (Hopma
2-15), neikountbl 14,2x10°/n (Hopma 4,0-8,8), 303UHO-
dunbl 2% (Hopma 0,5-5,0), nano4ykoagepHble NENKOLMUTbI
8% (HopMa [0 6), cermeHTosiAepHble NenKoLUTbl 69% (Hopma
47-72), numoboumntbl 20% (Hopma 19-37), moHOUMUTBI 1%
(Hopma po 11). MNMonyvyan aHTUOGUOTUKMK, HECTEPOUAHbBIE MPO-
TMBOBOCNanuTenbHble npenapatbl (HIMBI1), ae3nHTOKCHKa-
LIMOHHYI0, CUMITOMATUYECKYIO Tepanuto. BeinncaH M3 ctaum-
OHapa Ha 5-e cyT No HacTosHUIO MaTtepu. KoHcynbTMpoBaH
pesmatoniorom MAPKBE. OT KomnnekcHoro o6cneaoBaHus
W NIe4eHns B YCIOBMAX NPOPUIbHOrO CTalMoHapa maTb KaTe-
rOpUYeCcKM oTKasanach.

B TeyeHue mecsiua y pebeHKa OTMeYanocb HapacTta-
HME CUMMNTOMOB WHTOKCMKaLWW, CnabocTu, yBENUYWUIUCH
pasMepbl MeyYyeHu K ceneseHKkn (nedyeHo +2,5 cm, cene-
3eHKka +0,5-1 cMm), nporpeccupoBan CycTaBHOW CUHOPOM.
MosBunacb MNpUNyXn0CTb, OrpaHu4yeHne ¢ yHKLUMKM U 601b
B MPaBOM KOMIEHHOM CyCTaBe W MEJIKMX cycTaBax Mnpa-
BOW KWUCTU, YTPEHHSAS CKOBAHHOCTb. B KIMHWMYECKOM aHa-
IN3e KPOBU: FTMNOXPOMHAa aHEMUS — FeMornobuH 76 r/n,
aputpounThl 3,0X10%2/n (Hopma 3,7-4,7), TPOMGOLWTHI
230x10%/n (Hopma 180-320), neikountbl 9,8X10%/n,
nanoykosigepHbole nemkountbl 10%, cermeHTosaepHble nen-
KouuTbl 56%, 303nHOPUNLI 10%, numdboumTsbl 15%, MOHOLMK-
Tbl 7%, 6a30dunbl 2% (Hopma 0-1), CO3 62 Mm/u.

C okTs6ps 2004 no man 2006 r. mama ¢ pebeHKoM npo-
wuBanu B MockoBcKon 06/1. Co cnoB maTepu, pebeHoK 6bl
OCMOTpPEH peBmaTonorom r. MockBbl, gnarHoctnupoBaH FOUNA.
HasHaueHnbl HIBI1, meToTpeKkcar, ogHakKo B UTOre nekap-
CTBEHHbIE NpenapaTbl pe6eHOK He nosyyan.

B okT6pe 2006 r. nocne nepeHeceHHOn 6POHXONHEBMO-
HWK (MO NOBOAY KOTOPOWM fleuunncs B LieHTpanbHOM panoHHOM
60nbHULE EnbHMKOBCKOro panoHa Pecny6nnkn Mopaosus)
nauueHT BMepBble HaxoAwncs Ha CTauuoHapHOM obcene-
OOBaHWU W neyeHun B npodunbHoM otaeneHnn MAPKB
C anarHo3om «HOBEHWbHbIM PEBMATOMAHbLIN apTpuT, Bapwu-
aHT CTtunna, nonvapTpuT, NONMCEPO3UT, aKTUBHaa ¢aasa,
aKTUBHOCTb 3-¢ CT., HapylleHne ¢yHKuMK cyctaBoB (HPC)
2-1 CT., peHTreHonornyeckas ctagus ll, accoumauus ¢ xnamu-
OUNHOW, LMTOMEranoBUPYCHON HEKLMEN».

CocTosiHMe MNpw MOCTYNIEHMU B CTaLMOHApP pPacLEeHEHo
KaK cpedHen TxecTun 3a cyeT geduumTta Beca, BblparKeHHbIX
CUMNTOMOB MHTOKCUKaLMK, cnaboCcTu, NMxopaaku oo 38,5—
39,3°C, cycTtaBHOro CMHApPOMA C MOpPaXKeHUEM KOJIEHHbIX,
Ny4e3anscTHblX, MJe4YeBbIX, TONEHOCTOMHbIX CyCTaBOB,
MEJIKUX CyCTaBOB KWUCTEW PYK U CTOM C YTPEHHEW CKOBaH-
HOCTbtO, BblpaXeHHOW 60/1E3HEHHOCTbIO, HEGONbLION MPK-
NyX/10CTbtO (60NbLUE B IEBOM KOMIEHHOM CYCTaBe) M Hapylle-
HUeM GyHKUMK (puc. 1), ammotpoduren mbllil,. TakKe uMenu
MeCTO renartocnseHomeranuns (nedeHb +4,0 cM, ceneseHKa
+1,5 c™m), inmbageHonaTns (YMepeHHoe yBennyeHune 3agHe-
WEWHbIX, MOAYEMOCTHbIX, HAAKIYMUYHbIX, MOAMbIWEYHbIX,
naxoBblX, Me3eHTePHanbHbIX TMMbATUYECKMUX Y310B U Y310B
BOPOT ne4yeHn), He6ONbLWON BbINOT B MOMOCTb NepuKapaa



Puc. 1. [onnmapTUKyNsSpHbIi xapaKTep CyCTaBHOro CMHAPOMa C NopaxeHnem nyye3ansacTHblx (A), nnedveBbix (B), KoneHHbIX (B) U cycTaBoB cBOAA
ctonbl ([N y naumeHTa P. 1o Ha3Ha4yeHuss 6a3ncHoM Tepanuu

(cenapauus NMMCTKOB A0 4 MM B CUCTONY) U NOANEYEHOUYHOE
NPOCTPaHCTBO.

Mo faHHbLIM PEHTIEHONOMNMYECKOro UCCNeoBaHNS rone-
HOCTOMHbIX CYCTaBOB AMArHOCTMPOBAH OCTEOMNOPO3 3anudwm-
30B. B npouecce KIMHUKO-nabopaTopHOro o6cnefoBaHuUs
ManbyuMKy WCKAYanucb WMHOEKLMOHHblIE 3aboneBaHus,
OCTEOMMENUT, Ty6EepKynes, OHKOoreMaTofiormyeckas narto-
norusa. Mony4an aHTMOGMOTUKM, BHYTPMBEHHbLIM 4enoBeve-
CKMM umMMyHorno6ynuH, HMBIM, npenapatbl 418 4E3WHTOK-
CUKAUMOHHOM W cuMMTOMatMyeckon Tepanuu. PebeHKy
npoBoAuaach Nynbc-Tepanusa MeETUANPELHU30/0HOM B 403€e
1850 Mr/Kypc, BHYTPUCYCTaBHOE BBeeHWE T[JIIOKOKOPTH-
KOWAOB, TaKXKe Ha3HayeH MeToTpeKcaT A1 MOAKOXKHOro
BBeaeHusa B gose 10 Mr/M2 B HeA. Manb4umK BbinMcaH AOMOM
N0 HaCTOSIHUIO MaMbl.

B panbHenweM MHbEKUMM MeToTpeKcaTa nponycKan,
OT MNAaHOBbIX rocnuTanM3auuMi WM KOHCynbTauuh (B T.u4.
B deaepanbHbiX MEAWULMHCKUX LIEeHTpax) Mama nepuoamu-
YeCKM OTKasblBanacb. 3aboneBaHWe HEYKNOHHO nporpec-
cupoBano. OTMevanocb MOCTENEHHOE pPa3BUTUE Kaxek-
CUK, comaTtoreHHoro cybHaHuama (puc. 2, 3). B npouecc
BOBJIEKa/IMCb HOBbIE CyCTaBhbl (NJe4YeBble, NOKTEBbLIE, Ta30-
6eApeHHble, LWENHbIM OTAen MO3BOHOYHWKA), HapacTana
L/IMTENBbHOCTb YTPEHHEW CKOBAHHOCTU (40 2—3 4), GYHKLHK-
OHaflbHas HefoCTaTOYHOCTb M aHaTOMWYECKUE UBMEHEHUs
B CyCTaBax. Ha peHTreHorpamme ny4e3ansiCTHbIX CycTaBOB
(0T 15.04.08 r.): cycTaBHbI€ LWEeNN CYXKeHbI, KOCTHasA CTPYKTY-
pa andpdy3HO M3MEHEHA 3a CHET OCTEONOPO3a, 3aMblKaTeNb-
Hbl€ NNACTUHKM UCTOHYEHDI.

Ha peHTreHorpamme Ta306e4peHHbIX CYCTaBOB
(ot 25.09.09 r.): cooTHOLlEHME KOCTEM B NMpaBoM Ta3obe-

Puc. 2. luHamurKa pocTta naumeHTa P. B cpaBHEHUW C KPUBLIMHU
nepueHTUIbHOro pacnpeaeneHuns

APEHHOM CyCTaBe HapylleHO 3a cYeT MOABbIBMXA MOMIOBKM.
[onoBka ynnouwieHa, AepopmupoBaHa, KOCTHas CTPYKTypa
M3MEHEHa 3a CYEeT 0CTeonopo3a, 3aMblKaTenbHas NAacTuH-
Ka HepoBHasl, HeYeTKas 3a CYeT CYO6XOHAPasbHbIX 3PO3UHN.
B Kpbllle BePTIyKHOW BMagMHbl KUCTOBUAHbLIE MPOCBETNE-
HUS, CcycTaBHasa Wenb cyxeHa. B npoKcMManbHbIX oTaenax
npaBon 6eapeHHON KOCTU — SBJIEHUS OCTEONOPO3a.
0O60cTpeHnss 3aboneBaHMsa COMPOBOXAaNMChb MNOBbILLE-
HMEM TemnepaTypbl Tena 40 GpebpunbHbIX 3HAaYEHUI, Bbipa-
EHHbIMW CMMNTOMaMMU MHTOKCUKaLMK, YBETMYEHUEM NEPU-
depryecKnx MMMdaTUYECKUX Y3/10B, NEYEHN U CENE3EHKM.
B wnioHe 2007 r. 3aperucTpMpoBaHO pal3BUTUE renaTtuta
(rmnonpotenHemus ao 42 r/n npu Hopme 66—87,0, 06K
ounnpybuH 39 MKmonb/n npu Hopme 3,0-17,0, obwun
xonecTtepuH 3,3 MMonb/n npu Hopme 2,8-5,2, AJIT 193 Ea/n
npu Hopme o 42, ACT 150 Ea/n npu Hopme go 37). B ceH-
T96pe 2009 r. 6610 3adPUKCUPOBAHO pPa3BUTUE MUOMNEPU-
KapauTa (C nosiBNeHWEM OAbILWKK NPW Harpy3Ke); Mo AaHHbIM
3X0Kapauorpaduun oTMeyanucb gunataums NeBbiX OTAENOB
cepaua (KOHEYHbIN AMacTOIMYECKUI pa3Mep NIEBOrO XKeny-
[o4Ka 37 MM npu HopMme A0 35), CHUKEHUE COKpaTUTENIbHOM
Cnoco6HOCTU MMOKapaa (ppakuns Bbibpoca 50% npu Hopme
Bbille 55%), BbINOT B MOMOCTb NepuKkapaa (C cenapauuen
JIMCTKOB 0 7 MM B CWCTONY); B GMOXMMWYECKOM aHanu3e
KPOBU — MOBbLIWEHNE AKTUBHOCTU KpeaTMHPOCHOKMHA3bI
no 351 Ea/n (npu Hopme 24-170), naktataerMaporeHa-
3bl — A0 1790 Ea/n (npu Hopme 225-450), KOHLEHTpaLumn
TPOMNoHWHa — A0 2,9 Hr/Mn (Npu Hopme Ao 0,2 Hr/mn).
CoxpaHsinncb BbICOKME 3HAYeHUs NabopaTopHbIX MoKa-
3aTeniern aktuBHocTn 6one3Hn (CO3 55-60 mMMm/4, cbiBO-
poOTOYHbIM ypoBeHb CPB 40-80 wmr/n), aHemusa (remo-

Puc. 3. JuHamuKa Beca nauueHta P. B cpaBHEHMU C KPUBbIMU
NepueHTUIbHOrO pacnpeaeneHuns
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ro6uH 72-80 r/n), Tpom6ouuTo3 (450-560%109/n),
BblpaXeHHble MeTabo/IMYECKME HapPYLIEHWUS (x-XONEeCTEPUH
0,78-0,69 npu Hopme 0,9-1,9 mmonb/n; B-xonectepuH
3,8-4,2 npu Hopme 1,5-3,5 MMonb/N; KOIDDULMEHT aTe-
poreHHocTn 2,9-3,8 npu HopMe < 2,5).

B nepuwon o6octpeHuit Ha 6a3e MPOKB pe6eHoK nony-
Yyan rtoKOKOPTUKOWABI BHYTPUCYCTABHO (MO NOKa3aHUAM —
BHYTPUBEHHO), MeToTpeKkcaT (¢ 2008 r.— B coyeTaHumu
¢ yuknocrnopuHom A), HIBI1, BHYTPUBEHHbIV Yen0BEYECKUI
UMMYHOINo6ynnH. Ha ¢doHe KOMOWHUPOBAHHOW WMMMYHO-
CynpecCUBHOM Tepanuu COCTOSIHWME CTabUAN3UPOBANOCh,
OAHAKO y4acTUIMCh ClyYan NpUCcoeanHEeHNs MHOEKLMOHHBIX
3a60/1eBaHUM (CUHYCUTbI, OTUTbI U Ap.), C YEM OblIN CBA3aHbI
nepepbiBbl B IEYEHMH.

B ceHTabpe 2010 r. ManbyuK rocnutannu3vpoBaH B
MPOKB B Ts»Ke€noM COCTOSIHMM C AMArHo3om «CUCTEMHbIN
IOBEHW/bHbIVM apTPUT (MMXopajKa, renatomMeranus, inmbage-
HoMaTWs, reHepann3oBaHHbIN CYCTaBHOWM CUHAPOM, KapauT),
aKTUBHOCTb 3-M CT., peHTreHonoruyeckasa cragusa Ill, HPC
3-# CcT., accoumauua ¢ XNaMUAUMHOW, LIMTOMEranoBUpyC-
HOW, repneTM4ecKon, TOKCONNa3mMeHHON U MUKOMNIa3MeHHOM
nHdeKumen. BropnyHasa aptepunanoHasa runepteHaus -l cT.
Aucnnnuaemusa. HIBIM-ractponatva. XpOHUYECKUI racTpo-
Oyo[eHuT, 060CTpeHne. PeaKTUBHbIM renaTtuT. PeaKTUBHbIN
naHKpeaTuT. AHemus Taxenonm cteneHn. ComaToreHHbIn
Cy6HaHU3M».

Co cnoB Mambl, YXyAlWEHWE COCTOSIHUS OTMevanocb B
TeyeHune mecsua. Mpu ocMoTpe: pe6eHOK UCTOLEH, 3aduK-
cvpoBaHbl NoagbeMbl TemnepaTypbl Tena go 40,5°C, ysenu-
yeHue nevyeHu (+4 cm) n iMMbaTUyYecKux y3n08, NOBbILEHUE
apTepuanbHoro gasnexHusa (Ad) no 130/85 MM pT. CT., ANU-
TenbHas (4o 6 4) yTPEHHSAS CKOBAHHOCTb. Manb4ymK 6b11 Npak-
TMYECKM OBE3ABMIKEH, HYKAANCA B MOCTOPOHHEN MOMOLLM.
B KNMHWYEeCKOM aHannae KpoBwW: 3HauyuTenbHoe (4o 50 r/n)
CHUXEHWEe KOHUeHTpauuu remornobuHa, CO3 68 mm/v,
TpomGoLnThl 650X 102 /1.

Mo pesdynbraTtam CyTO4YHOro MoHWTOpUpoBaHua ALl aunar-
HOCTMpOBaHa CTOMKas apTepuasnbHas runepteHsusa | cT,
HeJoCTaTO4YHOE CHWMMKEHMe cucTonmyeckoro AL B HOYHble
Yyacbl. Ha anekTpokapauvorpamme: MpPeACcepAHbld PUTM,
3amef/ieHne aTPMOBEHTPUKYNSPHON MPOBOAMMOCTH, YacTo-
Ta cepaeyHbliX COKpalleHUn 68-98/MWH, BblparKeHHble
Npu3HaKKM 06MEHHbIX HapyleHWn B MMoKapae. Mo gaHHbIM
3axXoKapauorpapuu: aunatauus Kamep cepaua — KOHEeYHbIN
ONacTOIMYECKUM pa3mMep NeBOro xenyaodka 46 mm (npwu

Hopme 38), neBoe npeacepave — 28 MM (Npu Hopme 24),
npaBbi }enygodek — 21 mMm (npu Hopme 15), cenapauus
JIMCTKOB NepuKapaa Ao 5 MM B cucTony, 7 — B auactony. MNpwm
yAbTPa3BYKOBOM AOMMJIEPOBCKOM CKaHWPOBAHWW TOMLMHA
KOMMNfeKca MHTUMa—Meama COHHbIX apTepuit cocTaBuna
0,55 MM (npu Hopme go 0,5) ¢ HapylweHWeM CTPYKTYpbl.
OTMeYeHbl BblpaxeHHble MeTabonnyeckue capuru (06Lwmni
xonectepvH 6,8 MMonb/n npu Hopme 2,8-5,5, Tpurnuue-
puabl 1,82 mmonb/n npu Hopme 0,14-1,7, nHaeKc aTepo-
reHHocTn 4 npu Hopme Ao 2,5, nHaekc HOMA-IR 2,7 npwm
Hopme 10 2,4).

BHOBb MCKIO4anu remobnacTtos, Ty6epKynes, MHOEK-
umun. MpoBoannM TpaHCHY3UM IPUTPOLMTAPHOM Macchl,
nynbc-Tepanuio MeTUANPEeaHU30/I0HOM M METOTPEKCATOM
(50 Mr/m2 B Hep B/B N 8 ¢ NepexofoM Ha B/M BBEAEHME
13 pacuyeta 25 Mr/M2 B Hefl) B COYETaHUM C LiUKAOCMOPUHOM
(4,0 mr/Kr B cyT). Pe6eHOK nonyyan aHTMOMOTMKMK, npena-
paTbl enesa, aHTUIMNEepPTeH3MBHbIE cpefcTBa — 3Hana-
npun B coveTaHun ¢ B-61oKaTopaMu U/Wnn aHTaroHncTamm
KanbLns), BHYTPUBEHHbIN YE10BEYECKUN UMMYHOMTO6YINH.
YuuTblBasi BApMaHT apTpuTa U HEYKJTIOHHO NporpeccupyoLiee
TeyeHne 3a60/1eBaHNS, UMENUCb OCHOBAHMWS A1 Ha3Ha4YeHuUs
npeaHn30M0Ha per 0s. OAHaKO BbICOKMI PUCK Pa3BUTHS rop-
MOHO3aBUCMMOCTHU (Y4WUTbIBaAs KPaTKOBPEMEHHOCTb adpdeK-
Ta Nynbc-Tepanuu MIOKOKOPTUKOMAAMMU) U HU3KOPOCIOCTH
(y4uTblBas UMEIOLLYIOCA 3afepyKKy pocTa, Havyano 60ne3Hu
B paHHEeM BO3pacTe, CUCTEMHbIV BapuaHT OUA ¢ BbiCOKOWM
aKTUBHOCTbIO U FreHepann3oBaHHbIM NOpaXeHWeM CyCTaBoB,
HenpepbIBHO peumansupylollee TedeHme 6one3Hun) nobyau-
NN 0TKa3aTbCA OT Ha3HA4YeHWUs TNIOKOKOPTUKOWMAOB BHYTPb
U NPEeANoXnUTb MaTepu WMHUUMMPOBATb Tepanuio PUTYKCH-
MaboM, OT Yero OHa KaTeropuMyecku oTkasanacb. BeinucaH
C yAydlleHWeM, HO fleKapCTBEHHble npenapaTbl noayyan
HeperynapHo (M3-3a Npobnem ¢ obecneyeHnem).

B nione 2011 r. pe6eHoK 6bin BHOBb rOCNUTaNn3MpoBaH
B npodunbHoe otaeneHne. CoctosiHue manbynKa pacLeHeHo
KaK TsKenoe, OH 6bll AMOLIMOHANbHO MOAaBMEH, NAaKCUB,
ceba He 06cnyuBan, nuxopagka umena cyb6bebpunibHoO-
debpunbHbIi xapakTep. O6palianu Ha ceba BHUMaHWe aedu-
LMT pocTa 1 Macchbl Tena (cM. puc. 2, 3), MbllleyHas cnabocTb,
renatomeranusl, nTuMmdageHonaTns, NPU3HaKM MHCYIMHOpPE-
3UCTEHTHOCTHU (acanthosis nigricans), CTOMKasa apTepuanbHas
runepteH3unsa (AQ 138/83 MM pT. cT.). CycTaBHOM CUHAPOM
HOCWN FeHepannM30BaHHbIM XapakTep (puc. 4) C BblpaxeH-
HbIMWU 3KCCYAATUBHO-NPOANPEPATUBHBIMU U3SMEHEHUSMWU B

Puc. 4. OTpuuatenbHas AMHaMMKa o6LWero COCTOAHUSA U GYHKLUMOHANbHOM aKTUBHOCTU NaLumeHTa P. ¢ pa3BuUTUeM KaxeKeuu (A), yxyaweHnem
GYHKUMM nyde3ansacTHbIX (B), NOKTEBbIX, NneYeBbIX (B) 1 BoBneYeHMeM B NaTONOrMYECKui npoLecce TazobeapeHHbix cyctaBoB (1)




cycTaBax KMCTeM pyK u cton (Npoby «4OMWKK» HE BbIMOMHSAN,
nanblbl B Kynak He cobupasn), KONeHHbIX cycTaBax, orpa-
HUYEHWEM MOABMMIKHOCTU M GONE3HEHHOCTbIO B MAeYeBbIX
cycTaBax, WEMHOM ¥ rpyaAHOM OTAeNle NO3BOHOYHMKA (NOBO-
poT BCeM TynoBuuiem, npoba Tomanepa — 25 cm). lpu
Xxoabbe pebeHOK Xpomars Ha MpaByto HOry, MpaBas HWKXHASA
KOHEYHOCTb Oblna Kopoye NeBOM Ha 2 CM, He npucepan,
COTHYTble HOTW K }KMBOTY NMPWBOAWA HE MOMHOCTLIO, pa3Be-
[eHne B Tasob6edpeHHbIX cycTaBax COCTaBisao okono 90°
npu Hopme 120 (3a cYeT orpaHUYeHuss B NpaBoOM Ta3obe-
[PEHHOM cycTaBe), OrpaHuyeHbl M 6O0SIE3HEHHbI pOoTaLMa
n pasrnbaHue. lpu nabopatopHom ob6cnegoBaHuun: COI
79 MM/4, CblBOPOTOYHbIM ypoBeHb CPB 95 wmr/n, Tpom-
GounTbl 550%10%/n, reMorno6uH 68 /1, CbIBOPOTOYHbI
ypoBeHb AJIT 99 Ea/n, obwuin xonectepuH 6,4 MMonb/n,
3-xonectepuH 3,9 MMOJIb/N, UHAEKC aTteporeHHocTy 4,1.

B cBA3KM ¢ HEIDPEKTUBHOCTbIO CTaHAApPTHOM MPOTUBO-
peBmMaTUYEeCKON Tepanuu nocne 6eceabl C POACTBEHHUKaAMMU
pebeHKa W MNoJlydeHUs MUCbMEHHOro WHPOPMMPOBAHHOIoO
cornacust OT matepu 6bI10 peweHo HavyaTb Tepanuto MBI
YuntbiBasi cuctemMHbli BapuaHT tOUA, npeanoyteHune 6bi10
OTAaHO TouMnMaymaby n3 pacyeta 12 mr/Kr maccol Tena B/B
1 pas/mec. lNepBoe BBeaeHUEe ToLnnnsymaba 6bl1o npose-
neHo B gekabpe 2011 r. MHDy3uo pebeHOK nepeHec Xopo-
O, peaKkumMn Ha BBeaeHue He 6bi10. [TpoaonKeHo nevyeHune
MeTOoTpeKcaToM, LuKnocnopuHom un HIBI.

lNocne BTOpoOro BBeAeHMS Touunan3ymaba 3adMKCUPO-
BaHa MONOXWTeNbHAasA AMHAMMKa: nepectana MnoBblWaTbes
Temnepatypa Tena, ynyyLnaocb 3MOLMOHaNbHOE COCTOSIHME,
YMEHbLWMWANCL €NaboCcTb, MHTEHCUBHOCTb 60/1EBOr0 CUHAPO-
Ma, COKpaTWUIUCb pa3Mepbl nevyeHun (go +1 cm), Hopmanu-
30BasiMCb pa3Mepbl AMMPaTUHECKUX Y310B, BbIPOC 06bEM
AKTUBHbIX ABMWXEHWUN B Ny4e3ansCTHbIX CycTaBax, MEeNKMX
cycTaBax KucTen pyk. OTMedyeHa nonoxutenbHas gMHamMuKa
3Ha4YeHun nabopaTopHbIX MOKa3aTeNen: CbiIBOPOTOYHAS KOH-
ueHtpaumnsa CPb cHuaunacb go 15 mr/n, CO3 — go 53 mm/u
(Tabn.). Yaydywwunacb CNOCOBGHOCTb K CaMOOBGCNYXMBaHMIO.
3HayuTenbHO coKpatunacb notpebHoctb B HIBIT 1 aHTm-
rTMNEePTEH3MBHbBIX CPEACTBax (Mepewen Ha MOHOoTepanuio

3Hananpuaom), 3aperncTpupoBaHa npubaBKa B macce Tena.
HopmanusoBancs MHAEKC MHCYNMHOPE3UCTEHTHOCTMH.

K 3-My mMec neyeHuns gosa Toumnnsymaba ymeHblue-
Ha 00 8 MI/KI B COOTBETCTBUM C MHCTPYKLMEN C Y4ETOM
Beca pebeHKa. Yepes 3 Mmec npaKkTM4ecKn HopManunaoBarsncs
06bEM ABMUKEHWIW JIOKTEBBIX, MNEYEBbIX, FOAEHOCTOMHbIX
CYCTaBOB, 3HA4YMTENbHO yBENMYMUNach NOABUMIKHOCTb B LUEK-
HOM MW TpygHOM OTAenax NO3BOHOYHMKA M KOMEHHbIX CycTa-
BaX, HO COXPaHAINCb XPOMOTa, OrpaHUYeHWe [ABWKEHWUN
B Ta306e4peHHbIX cycTaBax (MPEUMYLLECTBEHHO B MpaBoOM).
C ynyyweHnem PpyHKLMOHaANbHOW aKTUBHOCTU pebeHKa 6bin
npexkpaweH npuem HIBI, Hopmanu3oBancs ypoBeHb Al
KoHcTaTupoBaHo 50% yny4dlweHWe Mo KpUTEpPUSM yhydlle-
HWA AMepuKaHCKoW Konnernn pesmatonoros (AKP...).
YuuTbiBas MOMOMKMUTENbHYIO AMHAMMUKY COCTOSiHUS pebeHKa
M NepuoaMYecKoe MOBbIWEHNE AKTUBHOCTM MEYEHOYHbIX
TpaHcammuHa3, 6bl10 peleHo0 YMEHbLWWTbL A03Y LIMKIOCNOpH-
Ha A0 3 Mr/Kr B CyT, MeToTpeKcaTa — 0 15 mMr/m2 B Heg.
AHTUIMNEPTEH3MBHbIE CPEACTBA OTMEHEHDI.

K 6-my mec Tepanuu 3apeructpupoBaHo 70% ynyy-
weHne no Kputepusam AKP....: 3HAYUTENbHO YBENMYUIICS
06bEM aKTMBHbIX ABUXEHWWA B KOMEHHbIX, Ny4e3anscTHbIX
cycTaBax; COXpaHsinacb Crfla)K€HHOCTb KOHTYpPOB N€BOro
KOMIEHHOr0 cycTaBa, OrpaHUYeHne NOABUKHOCTU B LUIEMHOM
oTaene MNO3BOHOYHWKA M MpaBOM Tal306e4peHHOM cycTa-
Be. ManbyuK BbIpoCc 3a rog Ha 3 cm, npubaBun B Bece
2,5 kr. OTMevyeHa HopmanuM3auus 3HavyeHur nabopartop-
HblX MOKa3aTenen: remornobwH 117 r/n, TpoM6GOUMUTHI
220x109%/n, CO3 4 MM/Y, CbIBOPOTOYHAs KOHLEHTpaLus
CPB 1 mr/n. LlMKnocnopuH 6bl/1 OTMEHEH.

Yepe3 1 rog nevyeHns B COOTBETCTBMWU C KPUTEPUSMMU
C. Wallace (oTcytcTBME CYyCTaBOB C aKTUBHbIM apTpUTOM;
OTCYTCTBME NIUXOPAAKM, CbiNK, CEPO3UTOB, OpraHoOMeranuu,
reHepanuM3oBaHHOW nuMmdageHonaTum, HopMalbHble 3Ha-
yeHua CO3 u CPBb; oTcyTcTBME aKTMBHOCTM 6OME3HWU MNpKU
OLeHKe Bpa4yoM MO BM3yalbHOW aHa/lOroBOW LWKane; au-
TENbHOCTb YTPEHHEN CKOBAHHOCTU MeHee 15 MuH) y nauu-
€HTa KOHCTaTMpOBaH CTaTyC HEaKTUBHOW 60Ne3HU (puc. 5),
a 4vepesd 1,5 roga — cragus NeKapCcTBEHHOW PEMUCCUU.

Ta6nuua. JuHamMMKa aKTMBHOCTM 60M1e3HM Y NauneHTa P. Ha doHe nevyeHus Tounnmsymabom

0 mec 2 mec 6 mec 12 mec 24 mec 48 mec 58 mec
Moka3zarenun UcxogHo (1-a (2-a (6-a (12-a (24-a (48-a (58-a
WHBEKLUUSA) | UHbEKLUA) | UHbEKLUUA) | UHbEKLUS) | UHbEKLUUSA) | UHbEKLUSA) | UHbEeKLUA)
E;CCT’;ZE*B‘TZEEW 32 32 12 6 4 2 1 0
[eMorno6uH, r/n 73 77 107 110 119 122 124 133
NeitkounTsl, X10%/n 21,9 12,6 6,6 5,9 5,4 5,2 4.8 4,1
Tpom6ouunTsl, X10%/n 510 450 362 233 236 229 187 199
CO3, MM/ 79 74 53 15 10 6 8 6
CPB, mr/n 95 80 15 0 0 0,3 0,7 1,5
Cepomykoug, Ea. 1,77 0,8 0,4 0,61 1,2 0,97 0,47 0,2
33“;;': /’;O”eCTep””’ 6,54 5,4 47 45 44 45 42 38
MHAEeKC aTeporeHHoCTH 5,4 4.8 3,7 3,4 2,5 2,6 2,3 2,4
NHaexkc HOMA-IR 2,8 2,7 2,4 2,0 1,6 1,5 1,8 1,7
Al, MM pT.CT. 133/82* 135/80* 120/70* 110/65 110/70 110/70 115/73 120/75
iy Rﬁpnenw w : : 30 70 90 90 90 90

lNpumeyaHune. * — Ha GoHe aHTUrMnNepTeH3nBHbIX cpeacTs. CPb — C-peaKkTuBHbIM 6en10K, CO3 — CKOPOCTb 0OCeaaHns 3pUTPOLMTOB,
Al — apTepuanbHoe AaBneHue.
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Puc. 5. [NonoxutenbHas AMHaMUKa CyCTaBHOro CMHAPOMa y NauneHTa P. ¢ BocCTaHOBAEHUEM DYHKLIMKU Ny4e3ansicTHbIX (A, B), KONEHHBbIX,
rOfIEHOCTONMHbIX M Ta306eApeHHbIX CYCTaBoB (B), a Takxke cycTaBoB No3BOHOYHMKA () Yepe3 6 Mec neYyeHus Tounnnsymabom

[o3a MeToTpeKcaTa ymeHblleHa o 12,5-10 Mr/M2 B Hep.
Yepe3 4 roga OT Hayana ne4vyeHus AOCTUTHyTas pemMuc-
cua coxpaHsieTcs, NO6OYHbIX peakuuin He 3aperucTpmpoBa-
HO. CyLleCTBEHHO YNYYLMIOCh Ka4yeCTBO MKM3HM NaulueHTa
(puc. 6). NMonoBoe pa3BUTUE U aHTPONOMETPUYECKME MOKa-
3aTenu COOTBETCTBYIOT HOPME AN15 JaHHOro nofia u Bo3pacTa
(cm. puc. 2, 3). B HacTosiwee Bpems obcCyaaeTcs BONpoc
06 oTMeHe Tounnusymaba.

OBCYXAEHME

MpencrtaBneHHoe HabnloaeHWEe AEMOHCTPUPYET HEYKNOH-
HO Nporpeccupylollee Te4eHne cMcTeMHoro BapuanTta tOUA,
pedpaKTEPHOro K NIe4eHUo TpaauLMOHHbIMW NPOTUBOPEB-
MaTM4YEeCKMMW CPeacTBaMM, B T.4. K KOMOMHWPOBAHHOWM
MMMYHOCYNpeccuBHOM Tepanuu. Cnabas NpuUBEPKEHHOCTb
MaTepw K nevyeHuto pebeHKa npuBena K AoCTaTo4HO 6bICTPO-
My (B TedeHune 7 neT 60/1e3HN) Ppa3BUTUIO TSKENON DYHKLMO-
HalbHON HEe0CTAaTOYHOCTM CYCTaBOB W NMPaKTUYECKM NOMHOWM
MHBanuam3aumm peberHka. Kpome Toro, y MmanbynKka uMenmcb
cepbe3Hble CepAeyHO-cocyanucTble (apTepuanbHas runep-
TEH3WS, KapauT) U BblpayKeHHble MeTabonnyeckue (atepo-
reHHHas AMCNMNUAEMns) HapyLleHns, KOTopble B co4YeTaHnm
C YBE/IMYEHUEM OKPYKHOCTM Tanuu (Bbile 90-ro LEeHTUNA
[N COOTBETCTBYIOLLErO POCTA) U BbICOKUMM 3HAYEHUAMU
nHaekca HOMA-IR cBuaeTenbCTBOBaAM O Pas3BUTUM MHCY-
JIMHOPE3UCTEHTHOCTM U METaboIMYECKOrO CMHAPOMA, ABNS-
IOLLMXCA NpPeauKTopamMuM pPaHHEro aTtepocKieposa y TaKux
60MbHbIX. PaHee Mbl MOKasanu, 4To NPU3HAKW AOKIUHUYE-
CKOro aTepoCKIepOTUHECKOrO NMopaxeHns cocyaoB (B Buae
YTOJILLEHNS KOMMJIEKCA WMHTUMa—MeauMa COHHbIX apTepui)
nmetoT okono 20% nauveHToB ¢ HOMA, rnaBHbIM 06pa3om

Puc. 6. JuHamrKa GYHKLMOHANIbHON aKTUBHOCTHM MO OMPOCHUKY
CHAQ v 06Lero coctosiHMa No BU3yasbHON aHanoroBon wkKane
(BALLl) B oueHKe Bpaya nauueHTa P. B npouecce nevyeHuns
ToUMNM3yMaboM
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C CEepono3uTUBHLIM MOANAPTPUTOM U CUCTEMHBIM apPTPU-
ToM [20]. 3ddeKTMBHaA 6a3ncHas NpoTMBOpPEBMATUYECKAS
Tepanus CHUXaeT aKTMBHOCTb BOCNaNeHUs U crnocobCTByeT
perpeccy ykasaHHbIX U3MEHEHUW.

OfHaKo nynbc-Tepanusa MeTOTPEKCaToM B CO4YeTaHuu
C LMKIIOCMOPHUHOM (MpeanoxeHHas B Havane XXI B. oTevye-
CTBEHHbIMW peBMaTo/IoramMmun B Ka4ecTse eAMHCTBEHHON asb-
TepHaTMBbl NepopasbHbIM ropMoHaM npu nevyeHun ctOMA
B oTcytcTBUM 3addeKTUBHbLIX TMBI) y Hawero nauueHTa
He npuBena K 3aMeTHOMY YNYYLEHWIO COCTOSHUSA pebeH-
Ka ¥ OKasana, Kak W nynbc-Tepanus roKOKOPTUKonaa-
MW, JIUWb KpaTKOBPEMEHHbLIN TepaneBTUYECKUNn IddeKT.
[IOKOKOPTUKONABI K TOMY e crnoco6CcTBoBanu nporpec-
CUPOBaHUIO KapauanbHbIX U MeTaboMYECKUX HapyLUEHWUH.
OT Ha3Ha4yeHUs FOPMOHOB BHYTPb Mbl OTKa3aNUCb TakKxe
B CBSI3M C BbICOKOW BEPOSTHOCTbIO Pa3BUTUSA HU3KOPOCIO-
cTU. B cBA3K ¢ 3TUM U3 4 peKOMEHAOBaHHbIX C TOYKK 3pe-
HUS [OKa3aTenbHOW MeaMUMHbl cTpaTernin nedveHus cOMA
(cUCTEMHbIE TNIIOKOKOPTUKOWAbI, METOTPEKCAT, UHIMOUTOPbI
M 1 n 6) [21] mbl BbiGpanu npumeHeHne MBI, 6onee
paHHee Ha3HayeHne KOTopbIX 6bl10 HEBO3MOXHbBIM B CBSA3M
C HU3KOWM 3anHTEPECOBAHHOCTLIO MaTePM.

Mbl ocTaHOBMAKM CBOW BbIGOP Ha 3aperncTpUpoBaHHOM
B Poccun no gaHHOMY NoOKazaHuto npenapaTe TOLMAU3y-
Mab — pPEKOMOUHAHTHOM FYMaHU3WPOBAHHOM MOHOKIO-
HanbHOM aHTWUTene, KOTOPOe CBA3bIBAETCA C peLenTtopa-
Mu U1 6 M NnogaBnsieT Kackajg BOCManuTenbHbIX peakuui,
BbI3BaHHbIX LIUTOKMHOM. Takum o6pa3om, aencTeBue npena-
paTa pacrnpocTpaHAeTcs He TONbKO Ha cycTaB, HO M Ha opra-
HW3M B LLe/IoM, 6IOKMPYSt OCHOBHbIE KINHUYECKUE abdeKTbI
M 6 — nuxopagKy, BoCrnaneHue, aHeMWo, OCTeOonopos,
aTepoCcKNepo3 M oNocpeaoBaHHbIE UM PacCTPOMCTBaA (B T. 4.
apTepuanbHylo runepteH3unio). IATn apdeKTbl U NPOLEMOH-
CTPUPOBaHbI B HaleM HabogeHUH.

B uenom onucaHHbIM nNpumep cornacyetcs C AaHHbl-
MU HEKOTOPbIX KIMHWYECKUX UccnefoBaHuin (Hanpumep,
TENDER), cornacHo KoTopbiM 4yepe3 12 Hepa neyveHus 30%
ynydqweHue no Kputepuam AKP..,, 1 oTcyTcTBME nMxopaa-
KM oTmeyanocb y 85% pAeTen, NeyYnBlIMXCS TOLMAM3yMa-
60M, U nuwWb y 24%, nonyyaBlumx nnaue6o. 50, 70 n 90%
ynydweHue no Kputepuam AKP .., 3apernctpuposaHo y 85,
71 v 37% peten, Ne4YnBLIMXCS ToUMNM3yMaboMm, U NUllb
y 11, 8 n 5%, nonyyaBwux nnaue6o, COOTBETCTBEHHO
(p < 0,001). Yepes 52 Hen 70 n 90% yny4yweHune 3aperu-
cTpupoBaHo y 89 n 65% aeten, COOTBETCTBEHHO [22].

lepeHoCMMOCTb fle4eHUs TOLMAN3YyMaboM B HalLeM Chy-
yae 6blna xopouwewn. B nccnegoBaHmm TENDER c npena-
patoM 6binn cBA3aHbl Nnwb 13 M3 33 3aPUKCUPOBAHHbIX
HexkenaTenbHbIX ABNeHUA. OTMeYeHHOe HaMK NONOXUTENb-
Hoe BIMAHWE ToumMnmndymaba Ha pocT pebeHKa cornacyetcs
Cc pesynbratamu paboTbl E.WN. AnekceeBon u coaBT. [23],



a BOT BAMSIHWE NpenapaTta Ha perpecc aptTepuanbHon runep-
TEH3UWN, METABOSIMYECKNX HAPYLIEHMM U MPU3HAKOB OOK/IU-
HMYECKOro aTepocKiepo3a OnucaHo BnepsBble M TpebyeT
JanbHENLWero n3y4yeHuns.

3AK/TIOYEHME

MpeacraBneHHoe HabnwAeHUME AEMOHCTPUPYET BbICO-
Kyto 3QDEKTUBHOCTb TOLMIN3YMaba y NaumeHTa C TAXKebIiM

KOH®JIMKT MUHTEPECOB

cuctemMHblM HOUNA, pedpaKTepHbIM K Nynbc-Tepanum MeTus-
NPegHU30I0HOM M NIe4EHMIO METOTPEKCaToM (B T.4. B BUAE
BbICOKOJO3HOM Tepanuu U B KOMOMHALMW C LIMKIOCMNOPU-
HOM). Toumnmndymab cnoco6eTBOBaN OGbLICTPOMY KynupoBa-
HUIO apTpuUTa M CUCTEMHbIX NPOSBIEHWK 6ONE3HKU, BOCCTa-
HOBJIEHMIO QYHKLIMOHANbHON aKTUBHOCTM pebeHKa, a TaKxe
TEMMNOB POCTa U KOPPEKLMMU METAaBOMYECKUX U COCYAUCTbIX
pPacCcTpoOMnCTB.

CraTbsl ony6nrMKoBaHa Npu GpUHAHCOBOW Noaaeprke KoMnaHuu «d. XobdmaHH-J1a Pow J1ta.».

CMUCOK JIUTEPATYPbI

1. Kahn P. Juvenile idiopathic arthritis: an update for the clinician.
Bull NYU Hosp Jt Dis. 2012; 70 (3): 152-166.

2. bapaHoB A.A., AnekceeBa E.N. KOBEHWUNbHbBIA apTPUT: KIUHK-
4YeCcKne peKomeHaauuu ans neguatpoB. [eTcKas peBmaTtonorus.
M.: Megnatpb. 2013. 120 c.

3. Gurion R.R., Lehman T.J.A., Moorthy L.N. Systemic arthritis in
children: a review of clinical presentation and treatment. Int.
J. Inflam. 2012; Article ID 271569-16.

4. Woerner A., von Scheven-Gete A., Cimaz R., Hofer M. Compli-
cations of systemic juvenile idiopathic arthritis: risk factors and
management recommendations. Exp. Rev. Clin. Immunol. 2015;
11 (5): 575-588.

5. Mellins E.D., MacAubas A., Grom A.A. Pathogenesis of systemic
juvenile idiopathic arthritis: some answers, more questions. Nat.
Rev. Rheum. 2011; 7 (7): 416-426.

6. Sikora K.A., Grom A.A. Update on the pathogenesis and
treatment of systemic idiopathic arthritis. Curr. Opin. Pediatr. 2011;
23 (6): 640-646.

7. Bruck N., Schnabel A., Hedrich C.M. Current understanding of
the pathophysiology of systemic juvenile idiopathic arthritis (sJIA)
and target-directed therapeutic approaches. Clin. Immunol. 2015;
159 (1): 72-83.

8. Shimizu M., Nakagishi Y., Yachie A. Distinct subsets of patients
with systemic juvenile idiopathic arthritis based on their cytokine
profiles. Cytokine. 2013; 61 (2): 345-348.

9. Cazzola M., Ponchio L., De Benedetti F., Ravelli A., RostiV.,
Beguin Y. et al. Defective iron supply for erythropoiesis and ade-
quate endogenous erythropoietin production in the anemia asso-
ciated with systemic-onset juvenile chronic arthritis. Blood. 1996;
87:4824-4830.

10. De Benedetti F., Massa M., Robbioni P, Ravelli A., Burgio G.R.,
Martini A. Correlation of serum interleukin-6 levels with joint
involvement and thrombocytosis in systemic juvenile rheumatoid
arthritis. Arthritis Rheum. 1991; 34: 1158-1163.

11. Hartman J., Frishman W.H. Inflammation and atherosclerosis:
a review of the role of interleukin-6 in the development of athero-
sclerosis and the potential for targeted drug therapy. Cardiol. Rev.
2014; 22 (3): 147-151.

12. Ringold S., Weiss PF., Beukelman T. Update of the 2011
American College of Rheumatology Recommendations for the
Treatment of Juvenile Idiopathic Arthritis: Recommendations
for the Medical Therapy of Children With Systemic Juvenile
Idiopathic Arthritis and Tuberculosis Screening Among Children
Receiving Biologic Medications. Arthritis Care & Res. 2013;
65 (10): 1551-1563.

13. Vannucci G., Cantarini L., GianiT., Marrani E., Moretti D.,
Pagnini I., Simonini G., Cimaz R. Glucocorticoids in the management
of systemic juvenile idiopathic arthritis. Paediatr Drugs. 2013;
15 (5): 343-349.

14. BanveBa C.W., AnekceeBa E.WN., Akynosa C.C., b3sapoa T.M.,
[eHncoBa P.B., Wcaea K.b., Cnenuosa T.B., MuteHko E.B.,
Yucrtakosa E.T., deTtncoa A.H., CemukuHa E.JI1. AddeKTMBHOCTb
1M 6e30NacHOCTb AUTENbHOrO NPUMEHEHUSA PUTYKCMMaba y nauu-

€HTOB C CUCTEMHbIM OBEHW/IbHBIM WMANONATUHECKUM apTPUTOM.
Bonpockl coBpemeHHo# negnatpun. 2013; 12 (2): 89-100.

15. Pardeo M., Pires Marafon D., Insalaco A., Bracaglia C.,
Nicolai R., Messia V., De Benedetti F. Anakinra in Systemic Juvenile
Idiopathic Arthritis: A Single-center Experience. J. Rheumatol. 2015;
42 (8): 1523-1527.

16. Yokota S., Tanaka T., Kishimoto T. Efficacy, safety and tolerability
of tocilizumab in patients with systemic juvenile idiopathic arthritis.
Ther. Adv. Musculoskelet. Dis. 2012; 4 (6): 387-397.

17. Alexeeva E., Denisova R., Valieva S., Bzarova T., Isayeva K.,
Sleptsova T., Mitenko E. Safety and efficacy of tocilizumab
treatment in children with systemic onset of juvenile idiopathic
arthritis. Pediatr. Rheumatol. Online J. 2011; 9 (Suppl. 1): 202.

18. Kanega M. W., HuknwmHa W.T. JleyeHne cuctemMHoro BapuaHTta
IOBEHU/IBHOIO MAMOMNATUYECKOro apTputa ¢ NPUMEHEHUEM TEHHO-
MNHXKEHEPHbIX BUONOrMYEeCcKUX NpenapaToB B KIMHUYECKON NPaKTUKe.
Megnatpus. 2015; 2: 116-124.

19. Brunner H.l., Ruperto N., Zuber Z., Keane C., Harari O.,
Kenwright A., Lu P, Cuttica R., Keltsev V., Xavier R.M., Calvo .,
Nikishina I., Rubio-Perez N., Alexeeva E., Chasnyk V., Horneff G.,
Opoka-Winiarska V., Quartier P, Silva C.A., Silverman E., Spindler A.,
Baildam E., Gamir M.L., Martin A., Rietschel C., Siri D., Smolew-
ska E., Lovell D., Martini A., De Benedetti F. for the Paediatric
Rheumatology International Trials Organisation (PRINTO) and the
Pediatric Rheumatology Collaborative Study Group (PRCSG). Efficacy
and safety of tocilizumab in patients with polyarticular-course juve-
nile idiopathic arthritis: results from a phase 3, randomised, double-
blind withdrawal trial. Ann. Rheum. Dis. 2015; 74 (6): 1110-1117.
20. banblkoBa J1.A., KpacHononbckas A.B., KopHunosa T.W., LUu-
pokoBa A.A. Tpob6nema MeTaboNMYECKUX HapylleHuh npu toBe-
HUNBbHBIX apTpUTax y AETEN, NPOXMBAIOWMNX Ha TeppuTopun Pecny6-
nMKkM Mopgosus. HayyHo-npaxkTudeckass pesBmatonorus. 2014;
(52) 5: 572-577.

21. DeWitt E.M., KimuraY., Beukelman T., Nigrovic PA., Onel K.,
Prahalad S., Schneider R., Stoll M.L., Angeles-Han S., Milojevic D.,
Schikler K.N., Vehe R.K., Weiss J.E., Weiss P, llowite N.T., Wal-
lace C.A. Juvenile Idiopathic Arthritis Disease-specific Research
Committee of Child-hood Arthritis Rheumatology and Research
Alliance. Consensus treatment plans for new-onset systemic
juvenile idiopathic arthritis. Arthritis Care Res. (Hoboken). 2012;
64 (7): 1001-1010.

22. De Benedetti F., Brunner H.l., Ruperto N., Kenwright A.,
Wright S., Calvo l., Cuttica R., Ravelli A., Schneider R., Woo P,
Wouters C., Xavier R., Zemel L., Baildam E., Burgos-Vargas R.,
Dolezalova P, Garay S. M., Merino R., Joos R., Grom A., Wulffraat N.,
Zuber Z., Zulian F., Lovell D., Martini A. PRINTO; PRCSG. Randomized
trial of tocilizumab in systemic juvenile idiopathic arthritis. N. Engl.
J. Med. 2012; 367: 2385-2395.

23. Alexeeva E., Denisova R., Valieva S., BzarovaT., Isayeva K.,
Sleptsova T., Chistyakova E., Fetisova A., Lomakina O. Effects of
antirheumatic treatment with tocilizumab on longijtudinal growth in
children with juvenile idiopathic arthritis. Pediatr. Rheumatol.
Online J. 2014; 12 (Suppl. 1): 62.

BOMPOCbI COBPEMEHHOW NEAUATPUM /2015/ TOM 14/ Ne 5



