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B cratbe npeacraBieHO KAMHUYECKOE Hab/loAeHUe arPecCUBHOro Te4YeHWsi CEPOro3UTUBHONO BapuaHTa KBEHWIbHOIo
MAMONaTUYECKOro apTpmTa, PeppaKTepHOro K Tepanmm MeToTPEKCaTOM U LIMKIOCTTIOPMHOM, Y AEBOYKM-MOAPOCTKA. PebeHKy
MpoBoANIOCH 1Ie4eHUEe 6/10KaTopomM Ko-ctumynsummn T aumepountoB — abatauentom. Yepes 24 Hep y naumeHTKu 6blia
3aperncTpupoBaHa CTagns HeaKTMBHOM 60/1€3HU, 3HAYUTESIbHO CHU3WU/IUCh ChIBOPOTOYHbIE KOHLIEHTPALIMK PEBMATOUIHOIO
daKTopa U aHTUTEN K LUMKIMHECKOMY LIMTRY/IIMHOBOMY NENTUAY, NOJIHOCTbIO BOCCTAHOBUIICS 06bEM ABUIKEHWI B MOParKEeH-
HbIX CycTaBax, MoBbICUJIOCb KAYECTBO KNU3HM [10 YPOBHS 3[]0POBbIX CBEPCTHMUKOB.

Knio4eBbie cnoBa: €T, OBEHWUJIbHbIN MANONATUYECKMI apTpuUT, abaTtalenT, 1e4eHHe.

Cepono3nTUBHbIN NOMAPTPUT — OAUH U3 BapUaHTOB
IOBEHUNIBHOrO uMauonatMyeckoro aptputa (HOWA), passu-
BaloWMNCS y eBOYEK B Bo3pacTe cTtaple 10 net u xapak-
Tepusylowunca GopmMmMpoBaHUEM CUMMETPUYHOIO nonunap-
TpUTa C NPEUMYLLECTBEHHbBIM NOPaXKEHWEM CyCTaBOB KUCTEW
M cTon. B CbIBOPOTKE KPOBM Y 3TUX GOJbHBLIX BbIABASETCS
peBmaTonaHblit dakTop (PP), KoTopkIN NpeacTaBnseT co6on
aHTUTeNa K ayToaHTMTeNaM M SBNSETCH OJHUM W3 npeau-
KTOPOB ObICTPOro PasBUTUS aHAaTOMUYECKOW AECTPYKLMU
y B3POC/bIX 60/bHbIX PEBMaTOMAHLIM apTPUTOM U AeTen
¢ FOWA. Kak npaBwuno, y neten ¢ P®-no3nMTUBHbLIM nonunap-
TPUTOM TaK e, KaK W y B3pOoCablX 60JbHbIX, BbiABASETCS
HocuTenbcTBO HLA-DR4.

FOBEHUNbHbIN MAMONATUHECKUN apPTPUT — WMMMYHO-
arpeccuBHbIM NPOLIECC, KOHTPOb Had KOTOPbIM AOCTWra-
eTcsl TONbKO NpW NpoBeAeHWM NaToreHeTMYecKon Tepanum

[1, 2]. KoHTponb Hapa TedyeHMeM 3aboneBaHUs nogpasyme-
BaeT noAaBfieHWEe CUCTEMHbIX MPOSIBIEHWN, aKTMBHOCTU
BOCMannTeNbHOro CMHOBKUTA, MaKCMMasibHOE BOCCTaHOBIE-
HUe YHKUMKM CyCcTaBOB, 3aMefsieHue MPOorpeccupoBaHus
[LEeCTPYKTUBHbIX UIBMEHEHWI B CycTaBax, a TaKkKe Kynuposa-
HWe 6071 U YyMEHbLUEHUE MCUXONOMMYECKUX OFPaHUYEHNH,
CBSI3aHHbIX ¢ 3aboneBaHMeM. B HacTosllee BpeMs K npo-
TMBOPEBMATMYECKOW Tepanuun npeabsaBnstoTca TpeboBaHus
[OCTUXEHUS PEMUCCUU UK XOTS Gbl O4EHb HU3KOW aKTUB-
HOCTK 60onesHu [1, 2].

MMMyHOcynpeccnBHas Tepanus 3aHUMMaeT Bejyliee
Mecto B JsiedeHun HOMA. OT CpPOKOB Ha3Ha4yeHus, Cno-
COGHOCTM NleKapCTBEHHbIX NpenapaTtoB KOHTPOAMPOBaTb
CUCTEMHbIE MPOSABAEHUA 60/Ie3HU M TOPMO3WUTb aHaTo-
MUYECKYIO LECTPYKLMIO B CycTaBaX, a TaKXe OT MnepeHo-
CMMOCTWU Tepanuu 3aBUCUT MPOrHO3 pa3BuUTUA 6ONe3HU
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Experience of Abatacept treatment in a patient
with antibody-positive idiopathic juvenile arthritis

The article represents a clinical case of severe Methotrexate- and Cyclosporine-resistant antibody-positive idiopathic juvenile arthritis in
a teenage-girl. Treatment with T-cells costimulation inhibitor Abatacept was performed. In 24 weeks after treatment start inactive stage
of disease was established: rheumatoid factor and cyclic citrullinated peptide antibodies serum concentrations were significantly lower,
range of motion in the involved joints was completely restored, life quality increased to the level of the same age healthy adolescents.
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KnuHu4yecKoe HaGnogeHue

M XKM3HM naumeHTa. o HacTosAlWero BPEMEHW OAHUM
M3 OCHOBHbIX MpenapaToB, MPUMEHSEMbIX B Jle4EHUM
60nbHbIX HOWMA, ocTaeTca meToTpeKkcaT, 3PpPEKTUBHOCTb
M 6e30MacHOCTb KOTOPOro COOTBETCTBYIOT COBPEMEHHbLIM
KPUTEPUSM «MEeAULMHbI, OCHOBAHHOM Ha AloKa3aTebCTBax»
[3]. OgHaKo y nonoBMHbI 6ONbHBLIX METOTPEKCAT HefocTa-
TOYHO 3DGDEKTUBHO KOHTPOSMPYET KIMHUYECKME MposBie-
HMA FOUA n nporpeccupoBaHue AeCTPYKTUBHOIO npotiecca
B cycTaBax, Y psaa MauMeHTOB pa3BMBAlOTCA MOGOYHbIE
peaKkunn, orpaHuymBatolMe BO3MOXKHOCTb MPUMEHEHUSA
MeTOoTpeKcaTta B [03axX, HeOOXOAMMbIX AN AOCTUXHKEHUSA
CTOMKOro KnnMHuyeckoro adpdekta [2, 3].

MocnegHWM [OCTUIKEHMEM Tepanuu peBMaToUMAHOro
apTputa y B3pocnblix U aeten ¢ tOMA ctano npumeHeHue
rEeHHO-MHXXEeHEPHbIX 6UOI0OrMYyecKux npenapatos [3, 4].

[lo coBpeMeHHbIM NpeacTaBNeHUAM, OOHY U3 KIOYEBbIX
ponen B natoreHe3e lOWMA wurpator T Knetku [5]. Mo paH-
HbIM MCCNEeAoBaHUM MOCNEAHUX NET, YCTaHOBNEHO, YTO ANd
onTMManbHOM aKtuBauun T numdounToB TpebyeTcs, Kak
MUHUMYM, 2 curHana. OauH U3 HUX peanusyeTcs B npoLecce
B3anMMOeNCTBUSA T KNIETOYHbIX PELIENTOPOB C MOJIEKYIaMM
rNaBHOIMO KOMMJEKca MCTOCOBMECTUMOCTH, 3KCMpeccupy-
loWwnmMcs Ha MemMbpaHe aHTUreH-NPe3eHTUPYIOWMX KIETOK
(AMK), apyron — 3a c4eT B3aUMOAENCTBMUSA TaK Ha3blBaeMblX
KO-CTUMYMPYIOLWNX MONEKYN Ha T KNeTKax U COOTBETCTBYIO-
wmnxnuranHgos Ha AlK. KntoyeBom «Ko-CTUMYNATOPHbIW» CUTHAN
obecnevynBaeTcqa 3a cyeT B3aumogencteua CD28 Ha T num-
douutax 1 CD80/CD86 Ha AlK. Mpu atom, ecnn CD28 nocto-
SIHHO aKcnpeccupyeTcs Ha HanBHbIXx CD4+ 1 CD8+ T kneTKax,
To CD80 M CD86 — TONbKO nocne CTUMYASLMK aHTUreH-
npeseHTUpyoWwnx Knetok [5]. Mpu HanMynun oboux cUrHanos
T numdouunTbl noasepratoTcs nponvdepaunn n CUHTE3UPYIOT
LUMTOKMHbI, KOTOpPbIE, B CBOID OYepenb, aKTUBUPYIOT Apyrue
KNETKM MMMYHHOM CUCTEMbI, U Mpexae Bcero mMakpodarw.
B OTCYTCTBMM «KO-CTUMYNATOPHOro» curHana T naumdoumThbl
TepsoT CNOCOBHOCTb AGPEKTUBHO «OTBEYATb» HA aHTUIEH-
Hble CTUMY/bl U NoABepratTcsa anontosy [5].

Hanbonee MOWHLIM OU3NONOTMHYECKUM WHIMOUTOPOM
B3aumogenctemns CD28-CD80/CD86 gensetca CTLA4
(cytotoxic T-lymphocyte-associated antigen 4) — peuen-
Top ana CD80/CD86, KoTopbiM 3KcnpeccupyeTcs nocne
aKktuBauun AMK 1 B3anMogencTByeT ¢ aTUMK NUraHgamu ¢
605ee BbICOKOM aBMAHOCTbIO (MpumMepHo B 500-2500 pa3
Bbiwe), Yyem CD28. 3Ta Monekyna paccMaTpuBaeTcs Kak
HEraTMBHbIN PEryNATOPHbIA PELIENTOP, KOTOPbIN OrpaHnyu-
BaeT HEKOHTPONIMPYEMYIO aKTMBaLMi0 T KNeToK B npouecce
MMMYHHOro oTBeTa [5].

YyutbiBasg Becomylo posib T NMMGOUMTOB B pasBUTUM
HOWA, ogHWM M3 NePCneKTUBHbIX HanpaBieHUN NevyeHuns aTo-
ro 3aboneBaHusa ABASETCS GNOKMPOBAHUE KO-CTUMYASLMK
T numdboumnToB NpenapaTom abartalent.

Ab6aTtalenTt — MNOMHOCTbIO YeN0BEYECKUMA PEKOMOWMHAHT-
Hbl1 PacTBOPUMbIN GENOK, COCTOSAWWMA M3 BHEKIETOYHOrO
nomeHa CTLA4 yenoBeka n moanduumnpoBaHHoro Fe-dpar-
MeHTa IgGl. Ba)XHO OTMETUTb, 4TO MOAMPULMPOBAHHbLIN
Fc-pparmeHT oveHb cnabo ces3biBaeTcs ¢ CD64 n He cBs-
3biBaeTcqd ¢ CD16 n CD32, 4TOo NpensaTCcTBYET Pa3BUTUIO
aHTUTENO03aBUCUMON U KOMMNIEMEHT-3aBUCHMMON KIETOYHON
LUMTOTOKCUYHOCTHK, npuBogswen K uutonusy [6-15]. Kak
n HaTuBHbIN CTLA4, 3TOT 6EN0K CBA3bIBaeTcs ¢ 60nee BbICO-
Kon aBuaHocTbio ¢ CD80/CD86, yem ¢ CD28, n 6nokupyet

akTnBaumio T aiumdountoB [16—25]. 3a cHeT yrHETEHUS aKTH-
Bauuu n nponudepaumm T numdounToB abaTaLenT yMeHblla-
€T CeKpeLmio NPOBOCNaNUTENbHbIX LIUTOKMHOB 1 ayTOaHTUTEN,
He pa3pywas npu atToM T AMMPOLUMUTbI U Apyrue NeEMKOLUTLI.
JdbdeKTMBHOCTL abaTtalLenTta 6bina NPOAEMOHCTPUPO-
BaHa B OTKPbITbIX HEPaAHLOMW3MPOBAHHbLIX M PaHAOMWU3U-
POBaHHbIX KOHTPOSIMPYEMbIX WMCCNEA0OBAHUSAX Y B3POCbIX
C peBMartouaHbiM apTputoMm U y aeten ¢ HOMA [19-25].
MpeactaBnser uHTepec uccnegoBaHue AIM no oueHKe
abdeKTMBHOCTH abaTauenTta y NalWMeHTOB C peBMaTouj-
HbIM apTpUTOM, pedpaKTepHbIM K Tepannun MeToTpeKcaToM
[17]. Mo Aau3arHy 37O 6bLUIO PaHAOMW3MPOBAHHOE [OBOW-
Hoe cnenoe nnaue6o-KoOHTpoNnpyemMoe uccnegoBaHme -
TENbHOCTbIO OAWH rod. B uccnegoBaHue 6bl0 BKAOYE-
HO 652 nauuMeHTa ¢ aKTUBHbIM PEBMAaTOWUIHbIM apTPUTOM,
paHee He nonyyYaBlWX GUONOTMYECKUE areHTbl, KOTopble
OblIN PaHAOMM3MPOBaHbl Ha 2 rpynnbl: 60/bHblIE NEPBON
rpynnel nony4anu abartauent B go3e 10 mr/Kr maccol Tena
B COYETaHMM C MeToTpeKcaToM (n = 433), nauneHTbl BTO-
pon rpynnbl — naauebo B COYETaHUU C METOTPEKCATOM
(n =219). NpoaomKUTENbHOCTb 60NE3HMN Y 60MbHbIX NEPBON
rpynnel coctaBuna 8,5 net, y 60/bHbIX BTOPOW Tpynnbl —
8,9 ropga. Yepes roa tepanun 20% ynydlleHWe Mo Kpw-
Tepusam AMepuKaHCKOW Konnernn pesmatosioroB (AKP)
6bIN0 3aperncTpupoBaHo y 73% nauyMeHToB, NIe4YMBLLMXCS
abatauentoM, U y 40% 60/bHbIX, NoNyyaBlIMX MiaLebo
(p < 0,001), 50% ynyywenve — y 48 n 18% (p < 0,001),
70% ynydweHne — y 29 1 6% 60nbHbIX (p < 0,001), cooT-
BETCTBEHHO. B 3TOM uccnefoBaHUKM ObIIO MOKa3aHO, YTo
abaTauenT TakKe 3ameansieT Npouecc KOCTHO-XPSALEeBOM
OECTPYKUMK, O 4eM cBuaeTenbCcTByeT ToT dakT, 4to y 50%
60/1bHbIX, NeYMBLUMXCHA abaTalenTom, 6bl1I0 3aperncTpupo-
BaHO yNyylleHWe Mo [JaHHbIM MOAMDULMPOBAHHOIO TecTa
Lllapna B cpaBHEHUU C aHaNOrMYHbIM NMOKa3aTenem y nauu-
€HTOB, Nnojly4aBLumMX nnaue6o (p = 0,029) [17].
9ddeKkTMBHOCTL abartauenta y aeTen Oblna u3yyeHa
B paHAOMW3UMPOBAHHOM [ABOWMHOM cnenoMm nnauebo-
KOHTPO/IMPYEMOM MCCnefoBaHuK, BKIoYaswem 190 nauyu-
€HTOB B BO3pacTe OT 6 Jo 17 neT ¢ pas3nnyHbiMu dopma-
MU IOBEHUSIBHOIO MAMOMNATUHECKOro apTpuTa (ONUroapTpumT,
nonuapTput P®- n PO+, cuctemMHbIn BapuaHT 6€3 cucTem-
HbIX NPOsiBNEHUI) [25]. KpuTepmnsaMun BKIOYEHUS B OTKPbITYIO
dasy 6bliM HeadDDEKTUBHOCTb OAHOMO M3 MMMYHOAEnpec-
CaHTOB MAW GMOMIONMYECKOr0 areHTa, Hajuyne He MeHee
2 CcycTaBOB C aKTMBHbIM apTPUTOM M 2 CyCTaBOB C Hapy-
lweHneM OYHKUMKW NPU CKPUHUHIE, a TaKXKe MnopakeHue
He MeHee 5 cycTaBOB B aHamHe3e. A6aTalenT BBOAMIICSH
BHYTPMBEHHO M3 pacyeTa 10 Mr/Kr Mmacchl Tena, Ho He 6onee
1000 wmr, B TedyeHne 30 MuH no cxeme: 0-4, 2-9, 4-9 Heq
n fanee Kaxngble 4 Hep. Mepyto dazy nccnefoBaHnsa 3aBep-
wunm 170 (90%) n3 190 naumeHToB. K OKOHYaHMUIO OTKPbI-
Ton ¢asbl (Yepe3 4 mec) 30% ynyyweHne no neguaTpuye-
CKMM KpuTepuam AMEpPUKaHCKOM KOnierMm peeBmaTosioros
(AKP neau) 6bin0 3apeructpmpoBaHo y 123 (65%) nauu-
eHToB, 50% — y 95 (50%) aetenn, 70% — y 54 (28%), 90%
ynydwenue —y 24 (13%) 60nbHbIX [25]. U3 133 (70%) peten,
paHee He NeYyMBLIMXCH WMHIMOGUTOpPaMKM daKTopa HeKpos3a
onyxonu o (PHO «), 30% yny4yweHne n 6onee No Kputepu-
am AKP negu Habnoganocb y 101 (76%) pebeHKka W nulb
y 22 (39%) u3 57 peten, paHee nosayyasBlUMX UHIMOUTOPBI
aHTU-OHO «. B aBOMHYI0 cnenyto nnaueboKOHTPONMPYEMYIO



dasy n3 190 geten 6bi10 BKIOYEHO 122 pebeHKa, y KOTOPbIX
Ha6noganocb 30% ynydwenue no Kputepusm AKP neau;
13 HMx 60 peTen nonyyanu abatauent u 62 pebeHka — nna-
Le6o. Lenbto BTOpon dasbl ABASN0CH ONPeaeneHne BPEMEHN
pa3BUTUSA 0BOCTPEHUS BONE3HU Y NALMEHTOB, JIEYUBLLMXCS
abatauentom W nnaue6o. Yepes 6 mec HabnwogeHUs Aons
[aeTen ¢ ob6ocTpeHnem 3aboneBaHus, noay4yaBLlunx abartaLent,
6blla 4OCTOBEPHO MEHblUE, YeM A0AS AeTeN, NeYUBLUMXCS
nnaue6o (20 n 53% B KOHLE ABOMHOrO Cnenoro nepuoja,
COOTBETCTBEHHO) [25]. lNoKasaTenu aKTMBHOCTM 6GONE3HMU
HECKOJIbKO CHWU3UINCb MM BblnnM CTabWuibHBIMW B rpynne
aeTen, neymBlIMXCcS abaTauentom, M yXyAWWIMCb Yy nauu-
eHTOoB B rpynne nnauebo. Yepes 6 mec Tepanum 30% ynyy-
weHne no Kputepuam AKP negu 6bino 3apernctpupoBaHo
y 82% peten, neduBlmnxcs abatauentom u y 69% peten,
nonyy4yaBwux nnaue6o. CornacHo Kputepusam AKP neawm,
50, 70 1 90% ynydweHne 6bIN0 3aperncTpupoBaHo y 77,
53 1 40% neten, ne4ymBlunxcs abaTtaLenTtoM. B rpynne geten,
nony4aBlUMX Nnauebo, OTBET Ha Tepanuio 6blal XyXKe B cpaB-
HEHWM C aHaNOrMYHbIM MOKa3aTe/leEM Ha MOMEHT BKJOYe-
HUSA B ABOMHYIO cnenyo ¢asy mccnegosanusa [25]. Hapsay
C BbICOKON 3pDdEKTUBHOCTLIO B NPOBEAEHHOM UCCneLoBa-
HUKW OTMeYanachb M xopollas NepeHoCcMMOCTb Npenapara.
Bce BbIWENINOKEHHOE MNOCAYXWIO OCHOBaHWEM Ans
npumeHeHuns abaTalenTay 60/1bHbIX OBEHUbHBIM apTPUTOM
B PEBMaTONIONMYECKOM OTAENEHUM Hay4HOro LieHTpa 340p0-
Bbs aeter PAMH. B gaHHOM co006lIeHNM HamK NpeacTaBeH
KJIMHUYECKUI MpuMep HabnoaeHUs 3a NauneHTKoM ¢ cepo-
NO3UTUBHbLIM NONNAPTPUTOM, NevmBLUencH abaTaLenToMm.

KNUHUYECKUA NPUMEP

bonbHag J1., Bo3pacT 15 net, HabnogaeTca B peBMmarto-
NIOrMYECKOM OTAeneHun HayyHoro ueHTpa 340pOBbS [AeTen
PAMH c aBrycta 2011 r.

[eBoyka 3abonena B mae 2009 r., B Bo3pacTe 13 ner,
Koraa 6e3 BMAMMbIX NpoBoLMpPYOLLMX GaKTOPOoB Y Hee nos-
BWJIUCb YTPEHHSASA CKOBAHHOCTb 10 40 MUH, 60/1b B KOMIEHHbIX
cycTaBax, HapylleHWe noxoaku. Poautenn pebeHka obpa-
TUAWUCb B AETCKYIO MOJMKIMHUKY MO MECTY XWUTENbCTBA, rae
neanaTtpom 6bln BbICTaBNEH ANArHO3 «PeaKTUBHbIN apTpUT»;
AeBOYKa rocnutanu3uMpoBaHa B CTauMoHap No MecTy
*uTenbcTea. Mpu o6cnefoBaHUm GbiNn BbISIBAEHbI BbICOKME
CbIBOPOTOYHbIE KOHLEHTPaLMKM peBMaTongHoro gpaxkropa —
624 ME/n (Hopma < 20 ME/n) n C-peaktuBHoro 6enka
(CPB) — 8,4 mr/mn (Hopma < 1,0 mr/mn); yckopernne CO3
a0 40 mM/4. [leBoyKe BbicTaBneH gnarHo3 «KOBEHWbHbIN
peBMaTonaHbIN apTPUT CEPONO3UTUBHBLIN BapuaHT» 1 HavyaTa
Tepanus MeToTpeKcaToM B fo3e 10 Mr/m2 noBepxHOCTH
Tena B Hej B COYETAHWW C HECTEePOWMAHbIMM MPOTUMBOBOC-
nanuTenbHbIMK Npenapatamu. Ha ¢oHe Tepanun oTmeve-
HO YNyYllEeHWE COCTOSIHWUSA MaLMEHTKWU: NPOAOIKMUTENBHOCTb
YTPEHHEW CKOBAHHOCTU COKpaTtunacb A0 20 MWUH, yMEHbLUK-
Nacb MHTEHCUBHOCTb 6O/IN B KONEHHbIX CycTaBax, ¥ 60/ibHas
6blna BbiNUCaHa JOMOW.

OaHaKo, HecMoTps Ha nedveHne, B mae 2010 r. 4eBOYKY
cTanu 6ecrnoKouUTb 60NN B MEJIKUX CyCTaBax KUCTEW PYyK.
B cBA3M ¢ 3TMM OHa Gblna rocnuTannu3mpoBaHa B cTalmMoHap
no MecTy XuTenbcTBa. HepoctatoyHas adPpeKTMBHOCTb Npo-
BOAMMOM Tepanuu nocnyxuna oOCHoBaHUEM AN Ha3Ha4YeHuUs
60/IbHOM KOMOWHUPOBAHHON WMMMYHOCYNPECCUBHOM Tepa-
MUK METOTpeKcaToM B Ao3e 15 Mr/M2 MoBEepXHOCTH Tena

B Hea M uuknocnopuHoMm B gose 200 mr B cyT (4,7 Mr/Kr
Macchbl Tefa B cyT). JaHHasa Tepanus npoBoauaach nauneHT-
Ke B TeYeHue roaa.

Ha ¢oHe neveHuns coctoiHue pebGeHKa HECKOJIbKO YyY-
LUIMNOCb — YMEHbLUMNAch 601E3HEHHOCTb U HECKONBKO HapoC
06beM [ABUKEHUIN B NOParKeHHbIX cycTaBax. OAHaKo NosHo-
CTblO KynupoBaTb BOCManuTe/bHblE U3BMEHEHUS B CycTaBax
He yaaBanocb W Ans onpedeneHust TaKTUKK AafibHeNLero
Be[leHUs AeBOYKa Gblna HanpaefeHa B peBMaToIornyeckoe
oTaeneHne Hay4yHoro LeHTtpa 380poBbs geten PAMH.

BrnepBble B oTAeneHWe NaLMeHTKa NocTynuia B aBrycre
2011 r., yepes 2 roga ot Havyana 3aboneBanus. Npu nocty-
NNEHNN COCTOSIHWE AEBOYKM OblNO pPacLEHEeHO KaK cpefHe-
TSXKENoe 3a CYET XPOHMYECKOM MHTOKCMKALMKU U NoAnapTH-
KyNIIPHOT 0 CyCTaBHOro cMHApoma. lNpu ocMoTpe BbISBASINCH
61eJHOCTb KOXHbIX MOKPOBOB C CepoBaTbiM OTTEHKOM,
nepudepudeckaa numdageHonatus, 60NE3HEHHOCTb, NPU-
NyX/I0CTb U OrPaHUYEHNE ABUKEHMIN B MPOKCUMaNbHbIX MEX-
danaHroBbix cyctaBax lll, IV nanbueB 06enx KUCTEN, BETPEHO-
obpasHasa fgedopMaums nanbLeB pyK. B KONEHHbIX cycTaBax
ObINIM OTMEYEHbI 3KCCYATUBHbIE U3MEHEHUS C BblparKEeHHbIM
orpaHuyYyeHneM OYHKLMU M BGONE3HEHHOCTLIO MpPU ABUXKe-
HUK. PebeHKa 6ecnoKkounna yTpeHHAs CKOBaHHOCTb, M0 yTpam
[AeBOYKa He Morfia BcTaTb € NocTenu B TeyeHne 60 MUH.

MNMauneHTKe O6blno nNpoBeaeHo o6cnegoBaHWe Mo nna-
Hy, MPUHATOMY B PEBMATONIOMMYECKOM OTAENEHUU: KIUHM-
YECKUN, OBUOXMMUYECKMIN U MMMYHONOTMYECKMI aHanun3bl
KPOBU, KIMHUYECKUNA aHanu3 MO4Yu, UccnefoBaHUe KPOBU
Ha Hannyne aHTUTEeN K GaKTEPUAM KULUEYHOW rpynnbl (Mep-
CMHMO3, MCEBAOTYOEPKYNE3, CalbMOHENNE3, AU3EHTEPUS),
Xnamuausam, MMKonnasmam, ypeannasme; 37eKTpoKapano-
rpadus, ynbTpasByKOBOE WCCnefoBaHWe OpraHoB OpioLl-
HOWM MOSIOCTM, MOYEK, cepfla, CycTaBOB, PEHTreHoNornye-
CKO€e 1cCnefoBaHWe NoparKeHHbIX CyCTaBOB, KOMMblOTEPHas
TomMorpadua opraHoB TrPYAHOM KIETKW, 3HAOCKOMUYecKoe
nccnegoBarue BepxHux otaenos KT, bbliv BbiSBNEHbI Che-
aywouwme nameHeHus: yckoperune CO3 go 33 mm/y4; noBsbllle-
HME CbIBOPOTOYHOM KOHLEHTPALIMK pEBMATOMAHOro GpaKTopa
1o 576 ME/mn (Hopma < 20 ME/mn), CPBE go 7 mr/n (Hopma
< 5,0 Mr/n), aHTUTEN K LIUKITMHYECKOMY LUTPYIIMHOBOMY Men-
Tmay (ALLLLIM) no 92,4 Ea/mn (Hopma < 10 Ea/mn). Mo gaHHbIM
peHTreHorpaduu n ynsTpa3ByKOBOro UCCef0BaHMs onpeae-
NANUCb CY)KEHWEe CYCTaBHbIX Lienen, efuHUYHble 3PO3MK
CYCTaBHbIX MOBEPXHOCTEN KOCTen, 06pasylolmx KoNeHHble
N NACTHO-panaHroBble cycTaBbl.

Mo faHHbIM 3300daroractpoLyofeHOCKONUKU Gbll BbiAB-
NIeH TepMUHaNbHbIM 330daruT, racTpoayoAeHUT, accoLMnpo-
BaHHbIN C XeIMKOBAKTEPHON MHPEKLMEN.

Pesynbratbl peakunn MaHTy U KOMMbIOTEPHOM TOMO-
rpadvmM OpraHoB rpyaHON KIETKM MO3BOMWAN UCKIOYUTb
Ty6epKynes.

Ha ocHoBaHWW JaHHbIX aHaMHe3a, KIIMHUYECKOTo OCMO-
Tpa M pes3ynbraToB 1abopaTOpPHbIX U UHCTPYMEHTaNbHbIX
METOAOB MUccneaoBaHUs Gbln NOATBEPKAEH OCHOBHOM AMa-
rHO3: «KOBEHWUbHbIV MAMONATUYECKUIA apTPUT, CEPONO3UTUB-
Hbl BapuaHT».

[10 KOPPEKLMM NPOTMBOPEBMATUYECKON TEPANUK, 1E€BOY-
Ke npoBejeHa 3pajuKauMoHHasg Tepanus, BKIo4YaBLIas
nPUMEHEeHWe WHIMOGUTOPOB MPOTOHOBOM MOMIMbI, racTpo-
NPOTEKTOPOB M aHTUGaKTepuanbHbIx NpenapatoB. Ha Bpe-
MS Jle4eHN UMMYHOAENPECCaHTbl BbliM OTMEHEHbI. lNocne
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Puc. 1a. O6wwuit BUa 601bHOM
[0 neveHus

Puc. 2a. ®yHKLUMOHanbHasn
CMNOCOGHOCTb MENTKMX CYyCTaBOB
KUCTEWN [10 NeveHus

Puc. 3a. ®yHKUMOHanbHas
CMOCOGHOCTb KONEHHbIX
CYCTaBOB 0 /le4eHUs

Puc. 4a. PyHKLUMOHaNbHasA
CMNOCOGHOCTb KOMEHHbIX
CYyCTaBOB [0 Nle4eHuns

Puc. 16. O6wuit BUA 601bHOM
nocne nevyeHus

Puc. 26. ®yHKLUMOHaNbHasn
CMNOCOGHOCTb MENTKMX CYCTaBOB
KUCTEWN nocne nevyeHuns

Puc. 36. ®yHKLUMOHaNbHasn
CNOCOGHOCTb KONEHHbIX
CYCTaBOB Moce neveHns

1

i

Puc. 46. PyHKLUMOHaNbHaNA
CMNOCOGHOCTb KOMEHHbIX
CyCTaBOB Moc/ie ne4eHuns

OKOHYaHUA 3pafMKaLMOHHOM Tepanuu pelancs BOMnpoc
0 KOPPEKLIMK NPOTUBOPEBMATUYECKOM TEparnuu.

AHanua nNpesLecTBYOLWEro Ne4yeHns UMMyHoLenpeccaH-
TamMu CBUAETENLCTBOBAN O HELOCTAaTO4YHON 3PDEKTUBHOCTH
KaK MOHOTepanuu MeTOTpeKcaToM, TaK U ero KomouHauuu
C uuKnocnopuvHoM. 3aboneBaHuve MNPOJOMXKaNo nporpec-
cupoBaTb, HapacTalla aKTMBHOCTb npouecca, MoABUIUCH
NMPU3HaKW KOCTHO-XPALWEBOW AECTPYKLUUKU. B CBA3KU C HEad-
GEKTUBHOCTbIO KOMOMHMPOBAHHOW TEPANMN METOTPEKCATOM
M LMKNOCNOPUHOM, BbICOKUM PUCKOM Pas3BUTUSA HeDPOTOK-
cuyeckoro apdeKkTa LMKIOCNOPUH Bbll OTMEHEH. Y4uTbiBas
COXPaHSAIOWMNNCA aKTUBHbIN MOIMAPTUKYNSPHBLIM CyCTaBHOM
CUHAPOM W BbICOKME NlabopaTopHble MoKasaTen aKTUB-
HOCTWM 3a60/ieBaHus, B T.4Y. BbICOKWM CbIBOPOTOYHbLIN YpO-
BEHb PEBMATOMAHOro GaKropa M aHTUTeN K LMKIMYECKOMY
LUMTPYTMHOBOMY NENTUAY, a Takxe NPUHUMas BO BHUMaHue
nuTepaTypHble AaHHble U COBCTBEHHbIN MONOXWUTENbHbIN
OonbIT NPUMeEHeHUs 6nokatopa Ko-ctTumynsauun T numdo-
LMTOB, ObIIO NMPUHATO pelleHne O Ha3HayYeHWn npenapata
abatauenT (OpeHcus, Bristol Myers Squibb). Tepanus abaTa-
LuenTom 6bla ogobpeHa IoKalbHbIM 3TUHECKUM KOMUTETOM
HL3/4 PAMH. OueHka addeKTMBHOCTH NledeHns abartauen-
ToM npoBoaunack no kputepuam AKP nean — 30, 50, 70%
ynyyweHue. 3TU KpUTEPUKU BKIOYAIOT cnefytolne nokasa-
TENN: OUEHKy nauueHTom (poauTensiMun) obLLEro COCTOSHNUSA
30POBbS, OLLEHKY BpaioM aKTMBHOCTH 60N1€3HU C MOMOLLbIO
BM3yasbHOM aHanoroBow wkanbl (BALI; MMHMManbHO BO3-
MOXHOoe 3Ha4veHune O 6annoB, makcuMmansHoe — 100), byHK-
LMOHanbHyto cnocobHocTb no nHaekcy CHAQ (the Children
Health Assessment Questionnaire; MMHUMaNbHO BO3MOX-
Hoe 3Ha4veHue O 6annoB, MakcuManabHoe — 3), YACNO CyCTa-
BOB C @KTMBHbIM apTpPUTOM, YUCNO CYCTaBOB C HapyLlEHWEM
PYHKLUMK (OrpaHn4eHmneM aBuxkeHui) n CO3.

[o Havyana Tepanuu abaTaLenToM cocTosiHue pebeH-
Ka pacLeHMBanocb Kak cpegHeTsxenoe (puc. 1 a): oTMme-
YalnCb YTPEHHSS CKOBAHHOCTb B TeyeHue 60 MuH, cna-
60CTb, apTpanrun. [1eBo4yKky 6ecrnokomim 60au, NpunyxaocTb
B MexdanaHrosbix cyctaBax Il u IV nanbueB o6enx Kucten
C HapyweHnem GyHKLMU, pebeHOK He MOr MJIOTHO cobpaTb
nanbLbl B Kynak (puc. 2 a). O6palwanu Ha cebs BHUMaHue
NPUNYXnocTb, 601b U OrpaHUYEeHUE ABUKEHUN B KONEHHbIX
cyctaBax (puc. 3 a, 4 a). JlTabopaTopHble NOKa3aTeNn akTUB-
HOCTW 60/M1€3HUN OblNM 3HAYUTENBLHO MOBbLIWEHbI (CM. Tabs.).
OueHKa ¢GYHKUMOHaNbHOro cratyca NauMeHTKU MoKalana
BbIPaXKEHHYI0 YHKLIMOHANbHYIO HEeAOCTaTOYHOCTb: WMHAEKC
YHKLMOHANBHON HeJoCTaTo4YHOCTH MO OnpocHUKY CHAQ
coctaBun 1,6. Y AeBOYKM Obina HapylweHa Noxo4Ka 3a cyeT
nopaeHns KOMEHHbIX CycTaBOB. B cBA3K C TAXenbiM nopa-
YEHWeM OMopHOo-ABUrateNlbHOro annapara pebeHOK Haxo-
AWMNCA Ha JoOMallHeM 06Yy4EeHUU.

18 asrycta 2011 r. nauyueHTKe Oblla nposeje-
Ha nepBas BHYTpMBEHHas WHby3ua abaTalenTta B [o3e
10 mr/Kr maccbl Tena Ha BBefeHue. B panbHenwem npe-
napaT BBoOAM/ICS MO cxeme: 2-9, 4-9 Hefl, fanee KaxKable
4 Hep. [leBOYKa TaKKe NpoAo/Kuna nojyyatb MeETOTpeKcat
B 403€ 15 Mr/M2 NoBEepXHOCTH Tena B Hep BHYTPUMbILWEYHO.
HexenaTtenbHbix ABNEHUN Ha BBeAeHWe abaTalenTta oTmeye-
HO He 6b110. [locne BbIMUCKK U3 PEBMATONOMMY4ECKOro oTae-
nenusa HU3/ PAMH Tepanua abatauentom nauveHTKe 6bina
NPOAO/IKEHA NO MECTY XKUTENbCTBA. K HacTosWeMy MOMEHTY
OIMTENbHOCTb Nle4eHns coctaBnsieT 24 Hep.



Ta6nuua. IMHaMm1Ka KIMHUYECKUX U N1aBopaTopHbIX NMoKasaTenen aKTMBHOCTY 3a60/1eBaHnsa Ha GpoHe Tepanuu aéaTtaLentom y 60/bHOM J1.

Moka3sarenb a%::::::::m Yepes 6 Hep Yepe3 12 Hep Yepes 24 Hep
[OnnTenbHOCTb YyTPEHHEN CKOBAHHOCTU, MUH 60 40
Yucno cyctaBoB C aKTUBHLIM apTpuToMm, abce. 4 0
Yucno cycTaBoB € HapylWweHWeM yHKLMK, a6e.
e et o AL o 20 : :
o s 10O o 20 10 :
NHAeke KavecTBa *13HK CHAQ, 6annbl 1,6 0,75 0 0
CO3, MM/H 33 22 14 8
[emMorno6wuH, r/n 118 125 130 132
PesmatouaHbiv daktop, ME/n (Hopma < 20 ME/n) 576 541 374 271
CPB, mn/n (Hopma < 5 mr/n) 7 1,05 <1 <1
ALLM (Hopma < 10 Ea/mn) 92,4 76,4 32,9 15
AKTMBHOCTb 6011€3HU No Kputepuam AKP neau 30% ynyylweHue 90% ynyylieHune CTanMgQ:ZiﬁLMBHon

MpumevaHne. BALL — Bu3yanbHasa aHanorosas WKana (MMHUManbHO BO3MOXHOe 3HavyeHne O, makcumanbHoe — 100 6annos);
CHAQ — Children Health Assessment Questionnaire (MMHUManbHO BO3MOXKHOE 3Ha4veHue O, makcumanbHoe — 3 6anna); AKP nean —
neanaTpuyeckme Kputepun AMepuKkaHcKon Konnernun pesmatonoros; ALIMI — aHTUTeNna K LMKAMYECKOMY LIUTPY/TIMHOBOMY NENTUAY.

AHanu3 TeMnoB pa3BuTUa addeKTa nevyeHus abatauen-
TOM MoKa3saJl, YTo yXe Yyepe3 6 Hel ATUTENbHOCTb YTPEHHEN
CKOBaHHOCTM ymeHblunnacb Ao 40 MWH, MPaKTUHECKN Kymnu-
poBanacb 60/1€3HEHHOCTb BO BCEX CycTaBax, Mcyesna npwu-
NyX10CTb B KOMEHHbIX CycTaBaXx, yMeHblunnacb gedopmanms
W Hapoc 06beM ABUMKEHUN B MENKMX CycTaBax KUCTEW PYK.
OTmMeYeHa NonoxKuTenbHas AMHaMUKa U Co CTOPOHbI Nabopa-
TOPHbIX NOKasaTenen akTMBHOCTU — cHM3unmcb COJ, cbiBO-
POTOYHbIE KOHLUEeHTpauun PP n ALLIMN, Hopmanu3oBancs
ypoBeHb CPb (cm. Tabn.).

AKTMBHOCTb 3aboneBaHusi MO BM3yalbHOW aHaloroBoM
LWKane yMeHblUMIach Kak no OLEeHKe Bpaya, Tak U camoMn
naumMeHTKkM. KayecTBO »M3HW AeBO4YKM no mHaekcy CHAQ
nosbicuaocb. OgHaKo pebeHOK MOo-NMpexHemy ocTaBasics
Ha JOMallHeM 06y4eHUU B CBA3M C COXPaHSAOWENCS YTPEH-
HEeN CKOBAHHOCTbIO (CM. Tab.).

Yepe3 12 Hep nedvyeHUss MNOMHOCTbIO KynupoBasniachb
YTPEHHSAA CKOBAHHOCTb, [eBOYKa Hadvana Jierko BCTaBaTb
no yTpaMm Mnocne cHa, Y4To NO3BOW0 el BO30OGHOBUTb 3aH$-
M B WKone (cM. Tabn.). PebeHKa nepecTtann 6ecrnoko-
UTb 6071 B cycTaBax. B KOMEHHbIX CycTaBax KynupoBaauCb
3KCCYAaTUBHbIE U3MEHEHUS, OOGbEM ABWUMKEHUIM MOSIHOCTLIO
BOCCTAHOBM/ICA BO Bcex rpynnax cyctaBoB. CoxpaHsnacb
NUWb Hebonbllas MPUNYXN0CTb B MPOKCHMMAaNbHbIX MEX-
danaHrosbix cyctaBax lll u IV nanbueB o6enx Kucten 6e3
60/ U KaKMUX-NTMBO orpaHnyeHnn GyHKUMK. TakKe Hapac-
Tana nonoXuTenbHas AMHaMMKa CO CTOPOHbI TaGopaTopHbIX
noKkasaTenen akTMBHOCTM 6one3Hn. Hopmanuzosanucb COJ,
CbIBOPOTOYHas KOHLeHTpauusa CPB 1 ypoBeHb remornobuHa.
3HaYnUTENbHO CHU3UINCb CbIBOPOTOYHbIE KOHUEHTpauun PO
M AULMN. KayecTBO M3HM AeBOYKM Mo onpocHuky CHAQ
He OTAIMYanocb OT 340pPOBbIX AeTen. AKTMBHOCTb 3abone-
BaHuAa no BALL eule 6onee ymeHblWKUIAch Kak MO MHEHWUIO
Bpaya, TaK M N0 MHEHUIO AEBOYKM (CM. Tab.).

Mpu NOBTOPHOM rocnuTann3auun B peBMaToNornieckoe
otgenenve HU3 PAMH yepe3 24 Hep nocne Hadana tepa-
nun abaTalenToM B COCTOSIHUM AEBOYKM OTMEYeHa Bbipa-
EHHas MoNoXuTeNnbHaa AnHaMuka. Npu3HakM MHTOKCUKa-
UMM MPYU OCMOTPE He BbISIBMIEHbI, LBET KOXHbIX NMOKPOBOB
cTan 61eAHO-pPO30BbIM, BOCCTAHOBMAICA anneTuT, cnabocTb
W BANOCTb He 6ecnokounu (puc. 1 6). loxogka He 6bina
HapyuweHa, pebeHoK 4yBCTBOBas cebsi MpaKTUYecKu 3[0-
pPOBbIM. KCCYAATUBHbIE M3MEHEHNSA B KOMEHHbIX U MENKMX
CcycTaBaXx KMCTEN PYK MOSHOCTbIO KYNUMpPOBanuChb, ABUKEHUS
B CycTaBax BOCCTaHOBWIUCb W CTanu abCoMoTHO 6e360-
Ne3HeHHbIMU. [leBoYKa Morna naoTHO cobupaTb Manblpbl
B KynaK (puc. 2 6), nerko caguvnacb Ha KOpPTOYKM (puc. 3 6)
W BbINOJHSANA Pa3/INYHbIEe YNPaXKHEHUS, AEMOHCTPMPYS Mos-
Hblh O6beM [ABWXEHWM B KOJEHHbIX cycTaBax (puc. 4 6).
AKTMBHOCTb 3aboneBaHus no BALL no oueHke Bpadya cTana
pasHa O (cm. Tab6n.). OnpocHMK CHAQ nokasan nonHoe BOC-
cTaHoBneHne yHKUMKM B cycTaBax, 4TO Cnocob6CTBOBaNO
Xopoluen agantaunn pebeHka B obliecTtse (cM. Tabi.).

AHann3 adpPEeKTUBHOCTU NevyeHnsa abaTalenTomM y nauu-
eHTKn J1. no Kputepuam AKP neau nokasan, 4to 4epes
6 Hep 6bino gocturHyto 30% ynydwenue, yepes 12 Heg —
90%, Yeped 24 Hep 3aperncTpMpoBaHa CTaaus HeaKTUBHOM
6onesHn. HexxenatenbHble ABAEHUA Ha GOHe neyveHus aba-
Tauentom 3adUKCUpPoBaHbI He BbIn.

AHann3 NpeacTaBAEHHOMO KIMHUYECKOrO cyyas 4eMOH-
CTPUpYyeT peuuanBUpylOLLEE TEYEHWE CEPOMO3UTUBHOIO
BapuaHTa HOWMA y AeBOYKM-NOAPOCTKA, XapaKTepuaytolle-
rocs nNoSNapTUKYNSPHbIM CYCTaBHbIM CUHAPOMOM, BbICO-
KMMW NnabopaTopHbIMKM MOKa3aTensiMyM aKTUBHOCTU, B T.M.
P® wn AULIM, pa3BuTMEM KOCTHO-XPSALWEBOW AECTPYKLMU
B CycTaBax, 6bICTPOM MHBaNMAN3aLUMEN, HU3KMM Ka4yeCTBOM
M3HW, BbICOKUM MHAEKCOM (DYHKLMOHANbHOWM HeaocTaTou-
HOCTH, TOPMUAHOCTbIO K MOHOTEPANMUK METOTPEKCATOM M €ro
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KOMOGMHaLMKU C LMKIOCMOPUHOM. JlMTepaTypHble AaHHble
M Hal COOGCTBEHHbLIA MONOXMUTENbHbLIA OMbIT NMPUMEHEHUS
MHrM6UTOpa Ko-ctumynsaumn T numboumnToB — abatauen-
Ta — MNpU CEPOMNO3UTUBHOM MOIMAPTPUTE MOCYKMUIU OCHO-
BaHMEM AN Ha3Ha4YeHus 3TOro npenapaTta Hallen nauu-
eHTKe. PelueHne 6bIN0 onpaBAaHHbIM. YKe nocfe nepBbix
MHPY3UM abaTtauenta y pebeHKa CHMU3WNAcb aKTUBHOCTb
6onesHn. B panbHenwem y AEBOYKM KynnpoBascs CycTaB-
HOW CMHAPOM, BOCCTaAHOBWNAcb GYHKLMA BO BCeX nopa-
YEHHbIX CyCcTaBax, CHU3MAUCb labopaTopHble noKalaTenu
aKTUBHOCTY 6ONIE3HU U 3HAYUTENIbHO NOBLICMIOCH Ka4eCcTBO
KM3HU MaUMEHTKM U ee ceMbM. Yepeld 24 Hepn OT Hadvana
Tepanuu abatauenToM y AeBOYKM 3adUKCUPOBaHa CTaauns
HEeaKTMBHOW 60ne3HU. o aaHHbIM NabopaTopHbIX METOA0B
uccnefoBaHua HopManusoBanucb CO3 M CbIBOPOTOYHas
KOHUeHTpauua CPB. YpoBeHb peBmMaTtouaHoro dakropa
B CbIBOPOTKE KPOBW CHU3WNCA 6oniee 4eM B 2 pasa, coaep-
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