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Lenb nccnegoBaHus: 06006LUMTb ONbIT MPUMEHEHMS TOUMIM3YMaba Mpu CUCTEMHOM BapUaHTE OBEHUbHOIro MAMonaTu-
yeckoro aptputa B Pecnybnuke balkopTtocTaH. lMaumeHTbl 1 MeToAbl: 1o HabloJeHWEM B KapAMOPEBMATO/IOMMYECKOM
otgesieHnn PecrybimKaHCKONM AETCKON KIMHUYECKOM 60/1bHMLbI Ybl Haxoanauncek 9 geten (6 Masib4MKoB 1 3 4E€BOYKM) B BO3-
pacte o1 2,5 go 13,8 net (cpeaHnii BospacT 8,2 roga). CpeaHmii Bo3pacT B AebroTe 3aboneBaHusi coctaBun 4,5 roga. Becem
60J1bHbIM [0 Ha3Ha4YeHUs ToUunIM3ymaba MpPoBoAMAacL KOMGMHMPOBaHHas MpPOTMBOpPEBMAaTHMYECKas Tepanus. HecmoTps
Ha Tepanuto, y HabtgaeMblX COXpaHsa/1ach BbICOKasi CTENeHb aKTMBHOCTU 601€3HU, YTO SIBMJIOCh OCHOBaHUEM A/11 Ha3Ha-
4yeHuns Tounnnldymaba. CpeaHss pa3oBas 4o3a npenapata y geten ¢ maccon T1ena 4o 30 Kr coctaBuna 11,2 mr/kr, 6onee
30 Kr — 8,7 Mr/Kr. Pe3yabTaTbl: Ha HEMpPepbIBHOM Tepanuu Tounan3ymabom Haxoamanch 8 aeTen, AIMTeIbHOCTb Tepanmm
Y HuX Konebanacb o1 6 o 52 (B cpegHem 17,8) mec. JledeHne 6bi10 npeKkpalyeHo y 1 nayneHta n3-3a HegocTaTtoqyHoro
appeKTa u y 1 — o NpuynMHe pa3BUTUSI HEXeNaTe lbHbIX IBJIeHMI. Ha npoTs)KeHum BCero nepuoaa Ae4eHus npenapaTom
MUHUMaNbHOE yJy4dleHne, onpeaenseMoe Kak goctmmeHne kputepusa AKP..,,30, 6bi10 JOCTUIHYTO Y BCEX MalMUeHTOB.
HasHayeHne Toumnnzymaba no3BOINIO KynUpPoBaTb CUCTEMHbIE MPOSIBAEHUS] 3ab60/1eBaHNs B TeYeHne 1-ro mec neqeHus
y Bcex getei. MHaeke JADAS-27 yepes 1 mec oT Havyasia Tepanum cHuauics B 2 pa3sa (¢ 33,6 go 16,5). C 3-ro mec nevyeHus
y BCEX NMaLMeHTOB 0TMeYasiacb HOPMaan3alUms rnokasatenes nepnoepmyecKom KpoBU, XxapaKTepm3yLLmnX aKTMBHOCTb BOC-
nanutesnbHoro rpouecca (CO3, cogep)aHne NeNKOUUTOB U reMoriobuHa, CbiIBOPOTOYHbIN ypoBeHb CPE). Yepes 3 u 6 mec
OT Hayvana Tepanuu y 7 60JbHbIX 6bl10 AOCTUTHYTO 50%, a 'y 5 1 6 — 70% yny4dweHne, cOOTBETCTBEHHO. [lBoe aeten
He gocturnn 70% yny4qlieHus BBUY COXPaHSIIOLLErOCS HE3HAYUTEIbHOIr0 UM YyMEPEHHO aKTMBHOIO CYCTaBHOIro CUHAPOMA.
BbIBOAbI: aHa/M3 pe3ybTaToB MCCAEA0BaHMS MPOAEMOHCTPMPOBAS BbICOKYI 3)PEKTUBHOCTbL TOLMIM3YMaba B OTHOLIEHUN
CUCTEMHbIX MPOSIBIEHNMI M aKTUBHOCTM BOCMaAMTEbHOro npouecca. B 1o e BpeMsi y 3 60/bHbIX COXPaHSI/ICS yMEPEHHO
BbIpaKEHHbIN CyCTaBHOM CUHAPOM B BMAE NEPCUCTUPYIOLLErO OMIroapTprTa, y 1 nauyneHTKn — B BUAE NoaMapTpUTa.
Knio4eBbie cnoBa: J€TH, CUCTEMHbIN IOBEHWUJIbHBIN PEBMATOMAHbINA apTpPUT, TOUMIN3YyMab, 3pPEKTUBHOCTD.

(Bonipocki coBpemeHHow neguatpmn. 2014; 13 (3): 73-79)
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Experience in Application of Tocilizumab at System Variant
of Juvenile ldiopathic Arthritis in the Republic of Bashkortostan

Background: To summarize the experience in application of tocilizumab at system variant of juvenile idiopathic arthritis in the Republic
of Bashkortostan. Patients and methods: In cardiorheumatologic department of Republican Pediatric Clinical Hospital of Ufa there were
9 children (6 boys and 3 girls) aged from 2,5 to 13,8 years (middle age — 8,2 years) under supervision. Middle age in a disease onset
made 4,5 years. All patients were exposed to the combined antirheumatic therapy before prescription of tocilizumab. Despite the therapy,
the patients still had a high degree of activity of a disease that was the basis for prescription of tocilizumab. The average single dose of
a preparation made 11,2 mg/kg for children with body weight under 30 kg, 8,7 mg/kg for children over 30 kg. Results: 8 children were
exposed to the continuous therapy with tocilizumab, therapy duration fluctuated from 6 to 52 (on the average 17,8) months. Treatment
was stopped at 1 patient because of insufficient effect and at 1 patient because of the development of the undesirable phenomena. The
minimum improvement defined as achievement of ACR ;30 criterion was reached in all patients throughout the entire period of treatment
by the preparation. The prescription of tocilizumab allowed to stop the system manifestations of a disease within 1 month of treatment in
all children. The JADAS-27 index decreased twice (from 33,6 to 16,5) in 1 month from the beginning of the therapy. From the 3rd month
of treatment all patients showed the normalization of indicators of the peripheral blood characterizing the activity of inflammatory process
(ESR, contents of leukocytes and haemoglobin, SRP serumal level). In 3 and 6 months from the therapy beginning 7 patients reached 50%,
and 5 and 6—-70% improvement, respectively. Two children didn't reach 70% improvement in view of remaining insignificant or moderately
active articulate syndrome. Conclusion: The analysis of the research results showed high efficiency of tocilizumab concerning system
manifestations and activity of inflammatory process. At the same time 3 patients still suffered the moderate articular syndrome in the form
of persistent oligoarthritis, 1 patient — in the form of polyarthritis.

Key words: children, system juvenile rheumatoid arthritis, tocilizumab, efficiency.

(Voprosy sovremennoi pediatrii — Current Pediatrics. 2014; 13 (3): 73-79)
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BBEJAEHMUE

HOBeHUNbHLIM nanonatnyeckun aptput (LOUA) — Hau-
6ofiee YacToe XPOHWYECKOe peBMaTuyeckoe 3aboneBaHue
y geten [1]. Tlo AaHHbIM 3NUMAEMUONOIMYECKOTO UCCEeno-
BaHusa, nposeaeHHoro B Pecnybnunke balwkoprtocTtaH, pac-
npoctpaHeHHocTb HOWA coctaBuna 83,8, a nepBuyHasd
3aboneBaemoctb — 12,3 Ha 100 TbiC. AeTer B BO3pacTte
[0 16 net [2]. CUCTEMHbIN apTpUT XapaKTepu3yeTcs coye-
TaHMEM apTpuTa M CUCTEMHbIX MPOSIBIEHWMW (IMxopagKa,
Cbinb, NMMdageHonaTus, renatocrnieHomeraaus, cepo3nTbl)
[3]. Mo faHHbIM GONbLWMHCTBA 3apybexHbIX UccnefoBare-
Nen, yaenbHblM BEC CUCTEMHOrO apTputa B CTpyKType HOMA
coctaBnsietr 11-17% [4-8]. Mo gaHHbIM Peructpa peten
C peBMaTUYECKMMU B6ONEIHAMM, YAeNIbHbIN BEC CUCTEMHOIO
apTpuTta B Pecnybnuke bawkopToctaH paseH 10,8% [2].

KnnHU4ecKoe TeYeHWe CUCTEMHOro apTpuTa OTIM4aeTcs
pa3HoobpasneM. Bblgensior pasfivyHble BapuaHTbl TeYeHus
6onesHu [9]. Tak, npumepHo y 50% 60bHbIX AUArHOCTUPYIOT
HENPEpPbLIBHO NPOrpeccupytowmnin NoaIMapTpPUT, CONPOBOXAat0-
LMICH NOBPEXAEHNEM CYCTaBOB M MHBANUAHOCTLIO. [10 HaWWM
[laHHbIM, 6onee Yyem y 1/2 nauuneHtoB (51,8%) MmeeT MecTo
nepcucTupylollee TevyeHue 3abofneBaHUs, pexe — MOHO-
n nonuumknyeckoe (21,4 n 26,8%, cootBetctBeHHO) [10].

NHTepnenkuny (UJ1) 6 n ero pactBoOpMMOMYy peLienTopy
OTBOAAT BaXHYI0 pojib B MaToreHe3e CUCTEMHOro apTpuTa
[11]. NoBblweHMe KoHUeHTpauun WUJ1 6 cBA3aHO C 06LLEN
aKTUBHOCTbIO 3a60N1eBaHUA, TAXECTbIO CYCTaBHOIO NOBPEX-
[eHUs, NUXOpajKoW, 3aJepXKoM pocTa M OCTEONOpPO30M
[12-14]. YctaHOBneHHasa ponb W1 6 B naToreHese CUCTEM-
HOrO apTpuTa MNoC/yXuna OCHOBaHWEM A5 pa3paboTKu
NoAXoJ0B K TapreTHon Tepanuu, Hanpas/IEHHOW Ha HeWTpa-
NIN3aLMI0 JaHHOTO LUMTOKMHA.

Toumnuzymab — peKoMOUHaHTHOE ryMaHW3MpoBaHHOE
MOHOK/IOHa/IbHOE aHTUTENO K YENIOBEYECKOMY peLenTopy
W1 6 n3 noaxknacca nMmyHornobynmHos G, (I1gG,). Tounnu-
3ymMab CeNneKTMBHO CBA3bIBAETCH U MOAABNAET KaK pacTBo-
pumble, Tak U mMembpaHHble peuentopbl U1 6 (pUJ1-6P wn
MWJ1-6P). 3ddeKTMBHOCTL M 6e30nacHOCTb TouMandymaba
npu cucteMHom BapuaHTte FOUA 6bina naydeHa B 2 paHAOMMU-
3MPOBAHHbIX KIMHUYECKUX nccnenoBaHusax [15, 16].

B KauecTBe KpuTepmeB 3aOHEKTUBHOCTM TEPANUM UCMOSIb-
30Banu neguaTtpuyvecKme Kputepun AMEepuKaHCKOM Kosse-
rvn peematonoros (AKP,,,). OHM BKIOYAIOT OGLLYIO OLIEHKY
aKTMBHOCTM 60NEe3HN BPayoM Mo BU3yalbHOW aHanoroBom
wrane (BALL), o6uyto OLEHKY TAXKECTU 60NE3HU NaLUEHTOM
unu poautensamun no BALL, cteneHb GyHKLMOHANBHON Heao-
cratoqHocTu (PH) no onpocHuKy CHAQ (the Childhood Health
Assessment Questionnaire), Y4CNO CyCTaBOB C aKTUBHbIM
apTpuUTOM, YWUCNIO CYCTaBOB C OrpaHUY4EHUEM [BUKEHWW,
3HadyeHne CO3 win CPB. Kputepuamu AKP,.,,30, 50 u 70
ABNSANINCb CHUXKEHME KaK MMHMMYM 3 M3 6 nokasaTtenen Ha
30, 50 n 70%, cOOTBETCTBEHHO; NMpun 3TOM 1 NoKazaTtenb
MOXeT yxyawmuTbesa Ha 30% 1 6onee.

B nepBoM uccnefoBaHUK yxe B NEPBYIO OTKPbITYIO dasy
B TeYeHue 6 Hef y NaumMeHTOB He onpeaensnncb npunyxwme
CyCTaBbl M CyCTaBbl C OrpaHM4yeHneM QYHKLMUK; rnobanbHas
OLIeHKa aKTMBHOCTM 601e3HU BpayoMm no BALLl ymeHbLnAnCh
¢ 52,0 go 8,5 MM, NoKasaTenuM CKOPOCTM OCEJAHUSA IPUTPO-
umToB (CO3J) cHusmnmcb ¢ 44 o 4 mm/4ac, C-peakTMBHOro
6enka (CPB) — ¢ 43,5 1o 0,5 mr/n, MHAEKC GYHKLMOHANbHON
HepoctaTto4yHocTh (CHAQ) — ¢ 0,88 po 0,38 [15]. YaenbHbI#
BEC MaLWEHTOB, OTBETUBLUMX Ha JIeYEHME B COOTBETCTBUM
¢ kputepuamun AKP,.,,30, 50 1 70, coctasun 91, 86 n 68%,
COOTBETCTBEHHO.

B wuccnepoBanmn F. de Benedetti u coast. (TENDER)
Ha 12-W Hed HabnwAeHUs OOoNSA NauMeHTOB C CUCTEMHbLIM
Bapuantom tOWA, pocturumx orseta AKP,,,,30, 50, 70, 90,

TaKKe 6bla 60/bllue B rpynne Tepanun ToUMIM3ymabom, Yem
B rpynne nnaue6o: 90,7 npotus 24,3%; 85,3 npotus 10,8%;
70,7 npotuB 8,1%; 37,3 npotmB 5,4%, COOTBETCTBEHHO
(p <0,0001) [16]. OTBET Ha Ie4EeHME COXPaHSAICHA U B OTKPbI-
TOM pacwWpeHHOM nepuoge wuccnegoBaHus. OTMeYeHo
MCYE3HOBEHME NnXopadKku u cbinu. Y 48 n3 70 naumneHToB,
NIEYMBLUMXCS TOLMAN3YMaBOM M MCXOAHO MONyYaBLUMX MtO-
KOKOPTUKOMAbI, 4O03a NocneaHux 6blia CHUXKeHa, a 44 veno-
BEKa BOOOLLEe NpeKpaThIn NpuemM roKOKOPTUKONAOB K 44-1
Hen HabnwogeHus. Mo pesynbtatam |l dasbl KAMHUYECKOrO
nccnegoBaHns, aPpOEKTMBHOCTb ToUMIn3ymaba B COOTBET-
ctBum ¢ Kputepuamu AKP .., 70 n 90 coctasuna 88 n 71%,
COOTBETCTBEHHO; YWUCNO CYCTAaBOB C aKTUBHbIM apPTPUTOM
yMeHblnaoch ¢ 7,3 ao 1,9; no3a npeaHM30s10Ha 6bila CHU-
weHa ¢ 0,3 go 0,04 mr/kr B cyT [17].

B Poccuitickon depepaumm ahpdeKTMBHOCTbL U Ge3onac-
HOCTb TouMAM3ymaba M3yyannm B PETPOCTNEKTUBHOM McCCre-
noBaHuu [18]. B oTKpbITOe HabnwaaTenbHoe nccnegoBaHne
OblNM BKIOYEHbI 75 GOMbHBIX C CUCTEMHbIM apTpuToMm [19].
Yepes 52 Hep Bce oHKU gocTnrnn 100% ynydlleHns no Kpu-
Tepuam AKP..,,30 u 50, a pons geten, pocturwimx 70%
n 90% ynyyuweHus, coctaBuna 95 u 70%, COOTBETCTBEHHO.
JNleyeHune Tounnuaymabom 6bino nNpexkpaweHo y 14 60bHbIX,
B T.4. y 10 B cBS3K € OTCyTCTBMEM adPeKTa Uin peunamsom
60ne3HU. MHDY3MOHHYIO peaKLnio 3aperncTpmpoBanu Tosb-
Ko y 1 nauueHTa.

Llenb uccnepoBaHua: 0606WWNTb OMbIT NPUMEHEHUS
ToumMnndymaba npuM CUCTEMHOM BapuaHTe KBEHWNLHOIO
nanonaTtuyeckoro aptputa B Pecnybnvke bawKopTocTaH.

MALUMUEHTbI U METOA4bI

Y4yacTHUKHU uccnepoBaHua

Mop HabnwaeHneM B KapanopeBMaTo/IOrMYyecKoM oTae-
neHun PecnybinKaHCKOM AETCKOW KIAMHUYECKOW 60JbHULbI
(POKB) Ydbl Haxoannmcb 9 geten (6 Manb4MKOB U 3 AEBOYKM)
B Bo3pacTe oT 2,5 ao 13,8 net (cpeaHun Bo3pacT 8,2 roga —
77,8%; Tabn. 1). bone3Hb pasBunacb B Bo3pacte oT 1 roga
no 4 net (cpegHun Bo3pacT aebiota coctaBun 4,5 roga).
B wKonbHOM Bo3pacTe 3abosneno 2 pebeHka (22,2%).

B cooTBeTCTBMM C KlacCUPUKALMOHHLIMU KpUTEpPUS-
M1 MexayHapoaHON NUrn peBMaToNorM4ecKmnx accoumarmm
(International League Associations for Rheumatology, ILAR;
3AMOHTOH, 2001), AMarHo3 yctaHaBAMBaaAM Ha OCHOBaHWU
Hanuuus apTpuTa B 04HOM MK 6osee cyctaBax c/unv npea-
LIEeCTBYIOWEN NUXOPAAKOM NPOAOIKUTENBHOCTLIO MO KpaK-
Hen mepe 2 Hefl, AOKYMEHTUPOBAHHOW eXXedHEeBHO Mo Kpan-
Hen mepe B TeYeHne 3 CyT U CONPOBOXKAatoLENCH OAHUM UK
6osee npusHakamu:
®* MWUMONEeTHas HePUKCUPOBAHHAA IpUTEMATO3HAS ChliMb;
® reHepann3oBaHHOE yBEINYEHNE NMMPATUYECKNX Y3/10B;
® renato- U/Wan CNaeHOMEeranus;
® CEepo3uT.

MeTtopabl uccnegoBaHus

B KayecTBe KpWTEpPMEB OLIEHKW CTEMEHW aKTUMBHOCTU
3a60MeBaHNs MCMONb30BaAN YWUCO CYyCTaBOB C aKTUB-
HbIM apTPUTOM (CYeT no 27 cycTaBaM), OLLEHKY aKTMBHOCTH
60/1€3HM BPaAYoOM M OO6ILLYD OLIEHKY COCTOSIHMS 340PO0BbS
pebeHKa maTepbio No gecstucaHtumetrposor BALL. Takke
Mcnonb3oBanu MHAeKc nokasatend CO3 no Becteprpeny,
paccyuTaHHbIn No dopmyne:

CO3 (Mm/4) — 20/10.
B KayecTBe MHTErpasibHOro noKasaTens CTeneHn aKkTuB-

HOCTM paccyuTbiBann uHAeKc Juvenile Arthritis Disease
Activity Score (JADAS), npeacTtaBnsitolwnin cobon cymmy



Ta6nuua 1. lemorpaduyeckan xapaktepuctuka 60bHbIX

1 Masnbunk P. 11,1 2,1 9,0 9
2 Manbunk M. 7,3 7,1 0,2 6
3 Manb4uk A. 6,7 4,2 25 41
4 Manbuuk O. 3,0 1,1 2,9 52
5 [eBoyka . 57 1,0 4,7 14
6 [eBouka C. 13,8 13,6 0,2 19
7 Manbunk P. 2,5 1,9 0,6 13
8 OeBouyka /1. 12,7 7,3 5,4 6
9 Manbumk C. 11,1 2,5 8,6 1
Mto 8241 45+4.1 38+34 17,8+121

Ta6nuua 2. XapaKTepuCT1Ka NpejLecTByioLen NpOoTMBOPEBMATUYECKOM Tepanuun

1 - 10,3 3,5 0,47 9,4 7,5
2 3,9 15,0 30,0 - 0,39 15,6 8,3
3 4,4 10,7 28,6 4,4 0,44 14,7 13,3
4 - 25,0 50,0 4,5 0,68 22,7 12,6
5 3,6 12,5 - 3,8 0,38 9,6 11,6
6 4,7 13,2 - - 0,91 16,6 8,0
7 4.5 12,5 - - 0.68 22.7 7,2
8 - 11,5 - 4,7 1,12 11,9 10,0
9 - 11,5 - 3,3 0,67 19,2 11,3
M*o 4,2+0,5 136 £4,5 36,2+12,0 40+0,6 0,63+0,3 15,8 £5,0 89+13

nepeyvncneHHbix 4etoipex nokasatenen [20]. 3HadveHus
MHIEKCa MOryT KonebaTtbcs B avanasoHe ot O go 57 (mak-
cuManbHo). O MMHUManbHOM aKTUBHOCTU GONIE3HM CBUfe-
TenbCcTBYeT MHAEKC JADAS-27 meHee 3,8 npu nonvapTpuTe,
MeHee 2,0 — npu onuroapTpuTe. na oueHKkn nHaekca dH
MCNOJIb30BaJIu PYCCKYIO BEPCUIO ONMPOCHUKA COCTOAHUS 340-
poBbs pebeHka CHAQ [21].

B cBSI3M C reTeporeHHoCTblo HabntAaBWMXCA 6ONbHbIX
no Bo3pacty AebioTa, AIMTENIbHOCTM 60NEe3HU K MOMEHTY
Ha3HayeHus Touunusdymaba, AJUTENLHOCTU MPUMEHEHUS
npenapata, aHanu3 3dEKTUBHOCTU NPOU3BOAMIN B BUAE
0606LLEHNA U aHaU3a KIIMHUYECKUX HABIOAEHWI.

CratuctuyecKkas o6paboTKa AaHHbIX

CraTUCTMYECKUIM aHann3 pes3ynbTaTtoB BbIMOIHANN B One-
pauunoHHon cpege Windows 2000 ¢ ucnonb3oBaHueM cTa-
TUCTMYecKon nporpammbl STATISTICA v. 6.0 (StatSoft Inc.,
CLA). MpKn onucaHUM KOSIMYECTBEHHbIX AaHHbIX B Ka4ecTBe
Mepbl LLEeHTpasIbHOM TEHAEHLMM YKa3blBanu cpefHee apud-
MeTnyeckoe (M), B KayecTBe Mepbl paccesiHus — cpegHee
KBaApaTuyeckoe (CTaHAapTHOE) OTK/IOHEHME (o).

PE3VYJIbTATbI

Bcem 60/1bHbIM 0 Ha3Ha4YeHUs TounIMaymMaba NpoBoOan-
flacb KOMOGUHUPOBaHHaa NPOTUBOPEBMAaTUYECKasa Tepanus,
BKJ/IOYaBLUas HecTeponiHble NPOTUBOBOCNAUTENbHbIE CPea-

CTBa, UMMYHOZENPECCaHTbI, MIOKOKOPTUKOUAbI (Tabn. 2).
Bce nauuneHTbl nony4anu BHYTPUMbILWEYHbIE WU NMOAKOXHbIE
WHBbEKLMU METOTPEKCaTa B cpeaHen gose 13,6 Mr/M2 B Hep;
3 pebGeHKa — B COYETaHUMU C Ny/bCc-Tepanuen MeToTpeKca-
TOM B cpefHewn fose 36,2 Mr/M2 B Hell; 5 — B KOMGUHaLUK
C UMK/IOCMNOPUHOM B cpefHen pose 4,0 Mr/Kr; cpefHsas
[03a npefHU30/10Ha per 0S Ha MOMEHT MHULMaLMK Tepa-
nuu TouMnudymabom coctaBuna 0,63 Mr/Kr macchl Tena.
B cBA3M C BbICOKOM NEPCUCTUPYIOLLEN aKTMBHOCTLIO BOCNa-
JIMTENBHOIO Npouecca 8 nauneHTam 6bln Ha3HaveHbl Kypehbl
nynbc-Tepanum MeTUInpesHU3o0ioHoM B Jo3de 15,8 mr/kr
Ha BBeJeHue.

HecmoTpst Ha NPOBOANMYIO KOMOBMHUPOBAHHYO MPOTUBO-
peBMaTUYECKYl0 Tepanwuto, y HabnofaeMblx CoxpaHsaiacb
BbICOKasi CTENEHb aKTUBHOCTU 6oNe3Hu (1abn. 3). Y 60/b-
WKHCTBa (8/9) OeTern OTMEYEHbl CUCTEMHbIE MPOSABIEHMS,
BK/IOYaS IMXOPaAZKy (n = 6), 3pUTEMATO3HYIO BbiMb Ha BbICO-
Te nnuxopagku (n = 3), numdbageHonaTuio 1 renatocrnieHome-
ranuio (n = 6), cepo3utbl (n = 2). Y 2 60nbHbIX 3aboneBaHne
npoTeKano B BUAEe NonnapTputa 6e3 aKTUBHbIX CUCTEMHbIX
nposiBfeHUn Ha QOHE IOKOKOPTUKOUAHOM U UMMYHOCY-
NpPeccuBHOM Tepanuu.

CpenHee 4MCO CYyCTaBOB C aKTMBHbLIM apTpUTOM cocCTa-
BMNo 9,7, obuwas OLeHKa aKTMBHOCTM 60/e3HM BpayoM —
8,4, COCTOSIHMS 340pOBbsA pebeHKa Mo MHEHWID MaTepu
no BALWL — 8,3, cpeaHuit nokasatenb MHaekca ®H no onpo-
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Ta6nuua 3. KnnHuyeckuin ctatyc A0 Ha3HayeHus Tounnnudymaba

JNumda-
parypa Cobinb | TU4eckue | MNMeyeHb | Cepo3ut
y3bl

1 8 9 9 7 33 2,0 +/+ +/- +/- +/+ +/+

2 14 8 8 6 36 1,75 + + + + -

3 17 8 9 2 36 2,5 +/+ +/- +/+ +/+ +/-

4 4 8 9 6 27 - +/+ +/+ +/+ +/- -/-

5 17 9 8 5 39 21 +/- +/- +/- +/- +/-

6 6 9 8 7 30 1,6 + + + + -

7 9 8 7 5 29 - +/- +/- +/+ +/- -/-

8 8 8 9 5 30 2,1 +/- +/- +/- +/+ +/-

9 4 9 8 6 27 2,1 +/+ +/- +/+ +/+ +/+
Mto 97+51 |84+05|83+0,7| 54+15 |319+43|20+£0,3 - - - - -

lpumevaHune. BALL — Bu3yanbHasa aHanoroBas WKana.

Ta6nuua 4. JlabopaTopHble NOKa3aTennM akTMBHOCTK 60Ne3HM A0 Havana Tepanuu

1 60 4,1 106 20,7 83 450 248
2 65 31 77 20,7 68 414 159
3 22 3,8 72 21,9 78 572 36,7
4 61 39 86 26,3 83 794 94,7
5 52 3,8 74 14,2 75 453 69

6 62 4,0 99 32,0 72 542 142
7 35 35 104 9,1 46 655 20,1
8 40 51 134 14,8 74 412 190
9 55 5,0 147 21,9 79 213 183

M+o 50,2 + 14,7 4,0+0,6 99,9 + 26,5 20,2+6,8 73,1+11,3 500,6 + 165, 126,9 £ 76,6

cHuKy CHAQ — 2,0. Taxenble QyHKUMOHaNbHble Hapylle-
Hua (MHaoekc ®H 6onee 1,75) 3aperucTpupoBany y 5 aeten,
ymepeHHble (MHAekc PH meHee 1,75) — y 2. Y 2 petert
onpocHMK CHAQ He ncnonb3oBanu BBMAY MaleHbKOro BO3-
pacta (2,5 n 3 roga). CpeaHuin nHaekc JADAS-27 coctaBun
31,9 U3 MaKCMManbHO BO3MOXHbIX 57, 4TO MOXET CBUAETESb-
CTBOBaTb 06 YMEPEHHOW M BbICOKOM aKTUBHOCTU BONE3HW.

JlabopaTopHble TECTbI TaKXKEe rOBOPWUIIM O BbICOKOM aKTWB-
HOCTW BOCNanuTeNbHOro npotecca (taén. 4). Y scex 60/bHbIX
3adMKCUPOBaH NENKOLMUTO3 (CpefHee 4YUCNO0 NIEeMKOLMTOB
20,2X102/n), np1yemy 6 NaLneHTOB Y1CIO NEMKOLMTOB GbiNo
Gonee 20x109/n; cpenHee 3HayeHue CO9 — 50,2 MMm/u,
CbIBOPOTOYHOW KOHUEeHTpauun CPb — 126,9 mr/n.

OT60p MauMeHTOB, HYXAABLIMXCA B Tepanuu reHHO-
UHXXEHEepPHbIMKU BUoNIorMyeckumun npenaparamu (FMBIM),
UX TLaTeNbHOE KIMHWKO-1abopaToOPHO-UHCTPYMEHTaIbHOE
o6cnefoBaHue, BRIOYas obcnejoBaHne Ha Ty6epKyne3Hyto
UHPeKLmMIo, GOpMUPOBAHHUE NIUCTA OXKMAAHWUA HA OKa3aHue
BbICOKOTEXHOJIOTMYHON MEAULIMHCKOW MOMOLLM, MPOBOAUIN
B KapauopeBMatofiornyeckom otaeneHun PAKB. B cBaswu
C OTCYTCTBMEM COOGCTBEHHOro onbiTa npumeHeHus [UBI,
HeJoCTaTO4YHOM NOArOTOBKOW ETCKUX PEBMATOJIOrOB MO AaH-
HOMY pasfesny fle4eHus, OTCYTCTBMEM CTaHAapTOB JIeYeHUA

CUCTEMHOI0 apTpuTa nepBoHaYasbHO 60bHbIX Hanpasasaau
B dbefepasnbHble MEAULIMHCKUE YHPEXAEHUS, TAe NPOBOAUIN
[IONOJIHUTESIbHblE /TaB0PaTOPHO-UHCTPYMEHTalbHbIE UCCIe-
[loBaHus, orpejesneHve MnoKasaHWn M NPOTUMBOMNOKa3aHUM
ONs Ha3HayeHus Touunmndymaba, a TaKKe OCYLLEeCTBASIN
MHULUMaLMO Tepanuu (HayyHbl LEHTP 340pOBbS AeTew,
HWW peBmatonoruun u LleHTpanbHas AeTcKas KIMHUYecKas
6onbHMLa PMBA, MockBa, — no 1 nauueHTy). Mpu Ha3Ha-
4YeHun npenapata B denepasbHOM MELULIMHCKOM YYpex-
[leHnn obCyxjanacb BO3MOXHOCTb MPOAO/IKEHUSA Tepanuu
B ycnosusax POKB, 6narogaps 4yemy y 8 60/bHbIX JleyeHue
TOUMIM3YyMaboM OCYLLECTBAANOCH B MOMHOM COOTBETCTBUM
C YTBEPXKAEHHON CXeMOWM fleyeHus. KpaTKOBPEMEHHbIV nepe-
pbIB B fle4eHunn (4 Hep) 6bin gonyueH y 1 naumeHTa. B nocne-
JyloleM AaHHble 60MbHble perynspHo (2-3 pasa B rof)
rocnuTanuM3npoBanncb B YKa3aHHble defepanbHble mMeau-
LUMHCKUE YyYpeXkaeHUs ANa MOHUTOpUHra 3ddeKTUBHOCTH
n 6e3onacHocT Tepanuu. B TeyeHne nocnegHux 2 neT UHU-
unauma Tepanum Tounnndymabom nposoamnacs B PAKB. Mpu
nonyyeHun nHdopmaLmMm 0 Ha3Ha4yeHUn npenaparta B deje-
panbHOM MEAMLMHCKOM Y4YpexaeHun COCTaBNfIn roLOoBOM
rpaduK nevyeHns C ykazaHWMeM CPOKOB M MecTa rocnuranu-
3alMu1, UICTOYHUKa NpuobpeTeHuns npenapaTta. Pernctp 60nb-



Bo3Bpalyas

Y 9 u3 10 getevi 3Ha4YNTESILHO CHUXKAIOTCS MPOSIBJIEHNS CUCTEMHOIO apTpuTa
W OTCYTCTBYET fimxopazxka K 12 Hegene nedeqms’

Kaxgbivi BTopou pebeHOoK rnpeofosieBaeT 3aBUCUMOCTb OT ITIIOKOKOPTUKOMOB
yepes rog teparnmn’

1. http://www.rosminzdrav.ru/documents/6249-standart-ot-28-yanvarya-2013-g (gata nocnegHero nocetlenus 24.01.2014); 2. http://www.rosminzdrav.ru/documents/6156-standart-ot-29-yanvarya-
2013-g (mata nocnegrero nocetexna 24.01.2014); 3. De Benedetti F, Brunner HI, Ruperto N et al. N Engl J Med 2012; 367: 2385-95; 4. De Benedetti F, Brunner H, Ruperto N et al. Pediatric
Rheumatology 2011; 9 (Suppl 1): P 164
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B nomowb Bpauy

HbIX OBEHUNbHBbIM apTpuTOM, nonyyatowmx MBI, perynspHo
OGHOBNANIN W €XKeKBapTanbHO caaBanv B MUHUCTEPCTBO
3apaBooxpaHeHnsa Pecnybnuku bawkopTtoctaH ans ¢op-
MUPOBaHWA 3asiBKM Ha LEHTpPanM30BaHHOE npuobpeTeHue
npenapatoB Ans OGONbHbIX, UMEILMX CTaTyCc «pebEeHOoK-
nHBanug». B PAKB npenapat npuobpeTtanu 3a cyeT BloaKeTa
60/1bHULbI, COOPMUPOBAHHOIO U3 CPeacTB 06593aTeNlbHOro
MEeAMLIMHCKOrO CTpaxoBaHMUS, a TaKXKe CpeacTB pecny6nu-
KaHCKoro u degepanbHOro 6l0AXKeTa, BblAeNIEHHbIX HAa OKa-
3aHWE BbICOKOTEXHOMNOMMYHON MEAULIMHCKOM nomoLlM, cne-
LMannM3npoBaHHOM MeAULIMHCKOW MOMOLLM B COOTBETCTBUM
¢ deagepanbHbIMKU CTaHA4apTamu [22—-24].

OBCYXAEHME

B 2012 r. 661K yTBEPXKAEHbI CTaHA4aPTbl OKa3aHUs nep-
BMYHOM MeANKO-CaHMTapHOM U cneumanM3npoBaHHOW Meau-
LMHCKOM NOMOLLM MPU IOBEHUIBHOM apTpMUTE C CUCTEMHbLIM
Havanom [25, 26]. B 2013 r. ony6anKoBaHbl KIMHUYECKNE
pEKOMEHJaLMN M MPOTOKON BEeAEeHUs MalMeHTOB C toBe-
HUNbHBbIM apTpuToM [27]. B COOTBETCTBUM C yKa3aHHbIMMU
cTaHjapTamu, KNTMHUYECKMMW PEKOMEHZALMAMMU U NPOTOKO-
/IOM BefeHMs MaLMEeHTOB B HacTosiliee BPeMs MHULMaLMSA
Tepanuu TouMnM3ymMaboM OCyLLECTBASETCH B KapAMOpeB-
mMartonornyeckom otaeneHmn POKB, a noBTopHble UHDY3MK
npenapata — B OTAENEeHUM OHEBHOro crauumoHapa PAKB,
nocne na6opaTopHoro o6c¢cnefoBaHUs W KOHCynbTauuu
Bpaya-peBmaTosiora. BeegeHne touunusymaba B ambyna-
TOPHOM peXMME NO3BOMWMAO 3HAYUTENbHO COKPaTUTb KpaT-
HOCTb W ANUTENbHOCTb rocnuTanu3aunn 601bHbIX B KPYrio-
CYTOYHbIW CTaLMOHaPp.

Ha Tepputopumn Poccuiickon depepaunu, cornacHo aen-
CTBylOWEN BePCUU MHCTPYKLUM MO MEAULMHCKOMY MNpw-
MEHeHMWI0 npenapaTta, peKoMeHAoBaHHas [03a Ans feTen
C cucteMHblM BapuaHTtoMm FOMA ¢ maccon Tena meHee 30 Kr
coctaBnsietr 12 mr/kr, a ana geten ¢ maccon tena 30 Kr
n 6onee — 8 MI/Kr Macchbl Tefla ¢ YacToTon BBeaeHusa 1 pas
B 2 Hef. Y HalluX NaLMeHTOB cpeaHas pa3oBas o3a TOUMIK-
3ymaba coctaBuna 8,9 £ 1,6 Mr/Kr, B T.4. y A€TeN ¢ Maccoun
Tena o 30 kr — 11,2 mr/kr, 6onee 30 Kr — 8,7 Mr/Kr.

Ha HenpepbiBHOM Tepanuu ToUMAM3yMabOM Haxoau-
nucb 8 peten, ANUTENbHOCTb Tepanuu y HUX Konebanacb
oT 6 go 52 (B cpegHem 17,8) mec. JledeHne 6blo npe-
KpalweHo y 1 naumeHTa u3-3a HegocTaTovyHoro addeKrta
Myl — No NpUYMHE Pa3BUTUS HEXKenaTeNbHbIX SBAEHUNA.
Ha npoTs)keHun Bcero nepuoga fevyeHus npenapartom
MUHUMasbHOE ynyylleHune, onpeaensieMoe Kak JOCTUKEHNE
Kputepus AKP,.,,30, GbiI0 AOCTUIHYTO Yy BCEX MaLMEHTOB

Ta6nmuya 5. 3PdeKTMBHOCTb TEpanum ToLMIM3yMabom

(tTabn. 5). HasHayeHure TouunMaymada NO3BOANAO KynUpo-
BaTb CUCTEMHbIE NPOSIBNIEHUS 3a60/1eBaHKs B TeyeHune 1-ro
Mec nedyeHuns y Bcex ageten. MHaekc JADAS-27 yepe3 1 mec
OT Hayvana Tepanuu cHU3uNca B 2 pasa (¢ 33,6 go 16,5).
Takaa gMHaMuKa Habnganacb NPeMMyLLECTBEHHO 3a cyeT
CHWXXeHus nokasatenen COJ, yMeHbLLEHNUS YMca CyCTaBoB
C aKTUBHbIM apTPUTOM W, COOTBETCTBEHHO, YMEHbLUEHUS
aKTMBHOCTM 60/1E3HU NO OLEHKe Bpayom no BALL. C 3-ro
MeC le4eHuns y BCex NaLMeHToB OTMeYanacb HopManmsaums
nokaszarenen nepndepmnyeckon KpoBU, XapaKTepPUIYIOLLNX
aKTMBHOCTb BOcCnanuMtenbHoro npouecca (CO3, coaeprka-
HUE JIEMKOLMTOB M remoriiobrHa, CbIBOPOTOYHbIA YPOBEHb
CPB). Yepes 3 n 6 mMec oT Ha4vana Tepanuu y 7 605bHbIX
6b1n0 gocturHyto 50%, ay 5 n 6 — 70% ynydlweHune, cooT-
BETCTBEHHO. [1Boe paeten He pocturnn 70% ynydweHus
BBMAY COXPaHSAOLWErocs HE3HaYUTENbHOrO UKW YMEPEHHO
aKTMBHOro cyctaBHOro cuHgpoma. lNocne 3 mec Tepanuu
WHOEKC aKTUBHOCTM 60ne3Hu JADAS-27 npoaonana CHM-
watbca 6onee MeaneHHbIMM TemMnamu. Ha Haw B3rnaj,
3TO 06YC/IOBAEHO TEM, YTO MPU AOCTUMKEHWUWU CTAAMWN Heak-
TUBHOW 60/1€3HM HAMBONbLLUWK BKNaA B 3HAa4YeHUe JaHHOro
MHOEKCA BHOCHAT HE MOKa3aTeNn aKTMBHOCTHM (YMUCNO cycTa-
BOB C aKTMBHbIM apTpuToM, COJ, oueHKa BpayoM aKTuB-
HOCTM 60n1e3HKn no BALL), a rnobanbHast OLEHKa COCTOAHMUSA
340p0OBbS pebeHKa MaTepbto. ABNAACH 4OCTATOYHO CYyObEK-
TUBHOW OLLEHKOWM, OHa MOMET ONpeaensaTbCs He TONbKO CTe-
NeHbI0 aKTUBHOCTM 3a60/ieBaHMS, HO U BblpaXeHHOCTbIO
CTOMKMX PYHKLMOHANbHbLIX HapyleHWn, HeobXo04UMOCTbIO
NPUMEHEHUs KOMMEeKca NPOTMBOPEBMATUMYECKMX Mpena-
paToB, BKMOYas BHYTPUBEHHblE MHOY3UM TOUMNM3yMaba,
a TaK)Ke OTHOLWIEHMEM poauTenen K 6one3Hn pebeHKa.
Yepes 1 rog tepanun nugekc CO3 cooteetctBoBan O 6an-
/I0OB y BCEX MNaLMEHTOB, OLEHKa aKTUBHOCTU 6GONE3HM
Bpa4om no BALL — O—-1 c™m (y 2 60/1IbHbIX — 2 CM), a OLEH-
Ka COCTOSIHWMSA 340POBbS MO MHEHWIO MaTepu ocTaBanacb
Ha ypoBHe 5-6 cM.

MHpekc ®H no gaHHbIM onpocHMKa CHAQ He3HauuTenb-
HO yMeHblwWCcs Yepe3 1 Mec OT Havyana Tepanuu U NPoaoN-
YKan CHWXKaTbCS Ha MPOTSXKEHMU MEPBOro roja Ne4yeHus.

CHWXXEeHWe aKTUBHOCTM 60/1€3HM Ha GOHe Tepannun Touu-
NM3yMaboM MO3BONWIO MpPEeKpaTUTb NPUEM HECTEPOUAHbIX
NPOTMBOBOCMANUTENbHbLIX CPEACTB Y BCEX GOJbHbIX, LIMKIO-
cnopuHa — y 5 nauueHToB, CHU3UTb 403y METUNNPELHUIO-
noHa ¢ 0,61 go 0,18 Mr/Kr no npeaHM30m0oHy. CHUXKeHne
[03bl METUNINPELHN30/I0HA HaYMHaNM Yyepes 1 Mec OT HavYana
Tepanuu nNpu ycnoBumn KynupoBaHMs CUCTEMHbIX MPOSIBIEHWUN
W NOAaBNEHNS aKTUBHOCTM BOCNaNUTENbHOMO npoLiecca.

Mokasarenu UcxopHo 1-nmec (n=9) | 3-unmec(n=8) | 6-hnmec(n=8) | 12-in mec (n =6)

AKPp¢,,30 - 9 8 8 6

AKP 6,50 - 7 7 7 5

AKP 6, 70 - 4 5 6 3
MHpekec CHAQ 21+0,3 1,8+0,3 1,1+0,2 1,1+£0,3 0,8+0,2
JADAS-27 336+6,7 16,5+5,2 12,3+43 10,2+ 3.3 8,7+30
BALL Bpaya, cm 85+0,5 43+272 21+15 1,2+£0,8 0,7+0,3
NeitkoumTsl, X10%/n 202+6,4 10,2+ 3,5 81+1,6 7514 70+1,6
feMorno6uH, r/n 100,1 + 24,9 110,2+ 16,4 116 £ 15,3 121+13,5 120 £ 11,3
CKOpOCTb 0CeflaH1s 3PUTPOLMTOB, MM/Y 53,2+ 16,7 20,1+51 10,3+ 4,5 85+4,0 6,0+21
C-peaKTUBHbIN 6ENoK, Mr/n 145,1 £ 92,3 156 +5,3 45+21 40+19 41+15

lpumeyvaHue. AKPneuM — neguaTtpuyecKkue Kputepun ynyyweHmna AMepuKaHCKon Konnernn peesmarosioros, BALL — Bu3yanbHasi aHanoroeas

WKana.




JleyeHne 6bino npekpauleHo 4 60MbHbIM. Y nauueHTa
Ne O 3aperucTpupoBanu annepruyeckylo peakuuio B Buae
OAbIWKK, cnabocTn. OgHaKo Ha GoHe TPEXKPaATHOro BBeAEHUS
npenapata y pebeHka Obln AOCTUIHYT CTaTyC HEaKTUBHOWM
60/1€3HU, KOTOPbIN COXPaHANCS U Nocne nNpeKpalleHus Tepa-
NK Ha GOHE CHUMKEHMS AO3bl METUANPEAHN30N0HA. TaXKenble
MHOEKLMN OTMeYanucb Yy 2 60nbHbIX: Y nauneHta N2 5 pas-
BMNacb MNONMIMCErMEHTapHas MHEBMOHMUSA, a Yy nauueHTa
N¢ 7 — reHepanusoBaHHas BUPYyCHO-6aKTepuanbHas MHOEK-
UMs Ha GOHEe CHWXKEHWUS Yyucna NENKOLMTOB [0 1,2><109/n.
OCOBEHHOCTbIO TeYeHMS 3abonieBaHns y AaHHOrO 60/1bHOro
ObIN0 HaIM4YME aKTUBHbIX CUCTEMHbIX MPOSIBNEHUI U Nonanap-
TUKYNIIPHOrO CYCTaBHOrO CUMHApPOMA Ha ¢oHe newnko- (2,5—
3,0X102/51) u HeiiTponenun (25-30%). Ha doHe Tepanuu
TMIOKOKOPTUKOMAAMU CUCTEMHbIE MPOSIBAEHUS OblN Kynu-
pOBaHbl, B reMorpaMme Hapoc fefikountos (14,2x10°%/n)
1 HenTpodunes (55%), 4To NO3BOSIUNO HA3HAYUTb ITOMY NaLm-
€HTY HU3KYIO 403y METOTPEKcaTa, a 3aTeM M ToLMAn3ymas.
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