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B cTatbe npeactaB/eH ciyYan TAXKeN0ro Te4eHms CUCTEMHOro BapuaHTa I0BEHU/IbHOro PeBMaToOMAHOro apTputa, peppakx-
TEPHOrO K Tepanmu KnacCuyecKnMmn MMMyHoaenpeccaHTtaMmn n HeoCTaToqHON 3PPEKTUBHOCTLIO XMMEPHbLIX MOHOKJ/I0Ha/1b-
Hbix aHTuTen K ®HO a. [MauuneHTKe 6b1/10 MPOBEAEHO 2 Kypca Tepanun aHTutenamu K CD20 Ha B aimmgoumntax, 4To No3B0/1110
KyrnupoBaTb BCe CUCTEMHbIE NPosBAeHUs 3abosieBaHus. [1ofaBUTb aKTUBHOCTb CYCTaBHOI0 CMHAPOMAa yAaioCh nLlb 61aro-
Aaps ycrnewHomy rnpuMeHeHUIo pacTBopruMbIX peLientopoB K ®HO a — ataHepuenta B 4o3e 0,4 Mr/Kr macchl Tena. boabHok
MpPOBOAMTCA Tepanus aTaHEPLIENTOM B TeyeHne 24 Hef. Yke yepes 4 Hep OT Havasla 1e4eHns yMeHbLUNINCL 601€3HEHHOCTb
M 3KccyAaTUBHbIE UBMEHEHNS B CycTaBaXx, 3HaYUTE/IbHO YBEIMYMIICA 0ObEM ABUKEHMI B HUX. Yepe3 6 mec Tepanuu aTaHep-
LenToOM MOBbICH/IOCH KA4EeCTBO XN3HN pebEHKa M ero cemMbM.

KnroyeBble cnoBa: 1eTH, 1OBEHU/IbHbIN PEBMATOMAHBIN apTPUT, aTaHEePLIENT, 1e4eHHue.

tOBeHUNbHbIM peBmaTonaHbin aptput (KOPA) — cuctem-
HOe XpOHMYyecKoe 3aboneBaHue, pa3BMBaloLeecs y AeTen
B Bo3pacte ao 16 net [1]. OPA — ogHO n3 Haubonee
pacnpoCTPaHEHHbIX U CaMblX UHBANUAU3UPYIOLLMX PEBMA-
TUYeCKnx 6onesHen y paeten [2]. 3aboneBaemocTtb HOPA
coctaBnger or 2 fo 16 cnyqyaeB Ha 100 TbiC. AeTCKoO-
ro HacefieHuss B BoO3pacte A0 16 neT; pacnpocTpaHeH-
HOCTb B pa3HbiXx cTpaHax koneb6netca ot 0,05 go 0,6%.
Becbma HebnaronpusitHas cutyauus nNo peBMaToOMaHOMY
apTputy B Poccuiickon dPepepauun Habnogaetcs y nog-
POCTKOB: pPacnpoCTpaHEHHOCTb 3aboneBaHus COCTaBnsieT

116,4 Ha 100 Tbic. (AN cpaBHEHMA: Y AeTel B Bo3pacTe
no 14 netr — 45,8 Ha 100 TbiC.), a nepBuYHasa 3abo-
nesaemoctb — 28,3 Ha 100 Tbic. (y AeTer B Bo3pacTte
no 14 net — 12,6 Ha 100 TbIC.) [3].

FOPA xapaKkTepu3yeTcs NpeuMyLLeCTBEHHO AECTPYKTUBHbBIM
nopaKeHWeM CyCTaBOB, a TaKKe MaTosornen Apyrux opra-
HOB M TKaHen ¢ GOpPMMPOBaAHMEM MONMOPraHHOM HegocTa-
TOYHOCTM PaA3/IMYHON CTENEHMU BbiPaXKEHHOCTH [2].

B ocHOBE BO3HWKHOBEHMWS W, KaK MpaBuIo, Mporpeccupyto-
wero passutmua KOPA nexat B3aMMOCBSA3aHHble UMMYHO-
naTonorM4yeckne U BocrnaauTeNbHble MPOLLECCHl U peaKLnK,
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Therapeutic capabilities of ethanercept in treatment
of systemic juvenile rheumatoid arthritis

The article presents a clinical case of severe systemic juvenile rheumatoid arthritis, refractory to traditional immunosuppressive
treatment and with insufficient efficacy of chimeric homogenous anti-TNF « antibodies. The patient received 2 courses of anti-B-
lymphocyte’s-CD20-antibodies that helped to arrest all systemic manifestations of the disease. Articular syndrome was arrested only
with the help of soluble receptors to TNF a« — ethanercept, given in following dose — 0.4 mg per kg of body mass. The patient has
been on treatment with ethanercept for 24 weeks. Joint tenderness and exudation were diminished already after the first 4 weeks of
treatment, also there was a dramatic increase in joint motion range. After 6 months of therapy we have managed to improve the patients
and his family quality of life.
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KOTOpble MPOSBAAIOTCS ONPeAeNeHHOM KIMHUMYECKOW Kap-
TUHOW, CHUKEHMEM Ka4vyecTBa XWU3HW U, HEPELKO, TAXKENON
WHBanuamn3auuen aeten (2, 4].

OaMH M3 caMblXx TaXenbix BapuaHToB HOPA — cucrtem-
HbIA. XapaKTepu3yeTcsd OCTpbiM Havanom ¢ bebpuibHON
WU TEKTUYECKOW JNIMXOPaAKOW; MATHUCTOW, JNUHEWHOW,
pexxe — MATHUCTO-Nanyne3Hon 1 reMopparnyeckom Cbinblo;
KapAMTOM, NOMMCepo3nUTOM, BacCKynutoMm, numdbageHona-
TUEN, renatocnjieHoMeranuvewn, Muanruamu, apTpanrus-
MU. CycTaBHOM CUHAPOM MpPOTEKAeT MO TWUMY ONUIo- WK
nonuapTputa. B psae cnyvyaes Habnwogaetca oTcTaBieHHbIN
BO BPEMEHMW CYCTaBHOW CWMHAPOM, KOTOPbLIM pa3BMBaeTcs
Yyepes3 HEeCKONbKO MeCSLEB, a MHOrAa U fieT, nocne ge6loTa
CUCTEMHbIX NMpoaABAeHUN. B cyctaBax npeo6nagatoT 3Kccy-
JaTuBHble U3MeHeHUsA. B 6oniee no3gHue Cpokn pas3BuBa-
oTca LedbopMaLMm U KOHTPaKTypbl CycTaBoB. [TpaKTU4ecKu
y BCcex 60/bHbIX B cpeaHeM Ha 4 rogy 60ne3HU (a uHoraa
W paHblle) pa3BMBaETCs KOKCUT C MNocnenylowum acen-
TUYECKMM HEKPO30OM FONOBOK 6efpeHHbIX KocTen. B knu-
HUYECKOM aHanu3e nepudepruyecKon KpoBM OTMevaeTcs
3HayuTenbHbIN nenkounTo3 (4o 30-50 TbiCc. NENKOLMTOB)
C HenTpoduNbHbIM caBurom Bneso (4o 25-30% nanou-
KOSIAEPHbIX NENKOLMTOB, MHOTAA — A0 MUENOLMTOB), NOBbI-
weHne CO3 — po 50-80 MM/4, TMMOXPOMHasi aHemus,
TPOMOOLMTO3. XapaKTepHO TaKXKe MOBbIEHWE KOHLEHTPa-
ummn C-peakTtuHoro 6enka (CPB) n ummyHornoéynuHa (Ig) G
B CbIBOPOTKE KpoBMU [5].

MKk 3a6oneBaeMoCTn cUCTEMHbIM BapuaHToM HOPA npu-
XOAWUTCSH Ha Bo3pacT oT 1 A0 5 NIeT, HO MOXEeT pas3BUTbCH
W'y NoApOCTKOB. CuctemHbi KOPA BCTpeyaeTcs ¢ 0anHaKo-
BOM 4YacTOTOM KaK Yy MajbyMKOB, TaK M y AEBOYEK; MOXKeET
npoTeKaTb C HEOXMAAHHLIMU 060CTPEHUAMMU U PEMUCCUAMM
LANWUTENBHOCTbBIO OT HECKOIbKUX MECALEB 10 HECKONbKUX NET.
MpuMepHO y NONOBMHbI 60/bHbIX CYCTaBHOM CUHAPOM XapaK-
TepU3yeTcs HENPEPLIBHO PELMUAMBUPYIOLLMM MPOrpeccupyto-
MM XapaKTepoMm TeyeHus [3].

[lo HelaBHero BpeEMEHU cUcTeMHbIV BapuaHT FOPA cyuTancs
3aboneBaHmMeM ¢ HeGNaronpPUATHLIM MPOrHO30M Y 60/bLUNH-
cTBa 60/bHbIX. OCHOBHbIMU OC/IOXKHEHUSIMM 3TOIO BapuaHTa
60Ne3HN ABNAIOTCA BTOPUYHBIN amuiouaos, remadarouu-
TapHbIM CUHAPOM, BblpaXeHHas 3aJepxKa pocTa u NonoBo-
ro pas3BuTUd, pasnuyHole nHdekunn. B HacTosee Bpems
npu cucteMHom BapuaHTe HOPA y 40-50% peten nporHos
6NaronpuUATHbIN, MOXET HaCTYMUTb PEMWUCCUSA MPOLOJIKM-
TENIbHOCTbIO OT HECKOJIbKMX MeCcSLEB A0 HECKONIbKUX NeT.
OpHako 060CTpeHne 3ab0neBaHUsA MOXKET Pa3BUTLCSH CNyCTS
rogbl nocne CToMKom pemuccuun. Y 1/3 601nbHbIX OTMeYaeT-
CA HEMNpPEePbLIBHO peuuavBupylollee TedeHne 3aboneBaHus.
Hanb6onee He6naronpuaTHbIN NPOrHO3 — Yy AETEN C YNIOPHOM
NIMXOPagKOoN, TPOMOOLMTO30M, AJIUTENIbHON MIOKOKOPTUKO-
naHon Tepanuen. Y 50% O60NbHbIX pa3BUBaETCA TAXKENbIN
[IeCTPYKTUBHbIM apTpuT. Y 20% BO B3pOC/IOM BO3pacTe oTMe-
YyaeTcs amunonaos, y 65% — Taxenas dyHKUMOHanbHas
HeLoCTaTO4YHOCTL [6].

Ncxon 3aboneBaHUs onpefensercd paHHUM Ha3HaYeHWeM
afleKkBaTHOM Tepanuu. JleyeHue OLHUM WU [axke ABYMS
TPagMLUOHHBIMX  MUMMYHOCYNPECCUBHLIMU NpenapaTamu
He BCerga BAMUSET Ha CMIOXHbIM MHOTOMIaHOBLIM MEXaHU3M
pa3BuUTUA OO0NE3HU, AUMHAMUKY KIMHUYECKUX MOKasaTtenen
aKTUBHOCTU BOCMNaNE€HU U CKOPOCTb MPOrpeccupoBaHus

®

KOCTHO-XPSALEBOW AECTPYKLUMU. [OCTUKEHME KOHTPONS Haj,
TevyeHneM 3aboneBaHusa NPeACcTaBiSeTCH BO3MOXHbLIM TOJb-
KO 6narofaps naTtoreHeTM4YecKow Tepanuu, HanpaBieHHON
Ha pasnu4yHble MexaHW3Mbl ero pa3sutua [6-10].

Y Kaw[oro nauueHTa CTPyKTypa U «TpaeKTopus» natoreHesa
BeCbMa UHAMBUAYyanbHa: OH MOXET UMETb pa3Hble «CTapTo-
Bble» 3BEHbS, Pa3/IM4HYl0 B3aMMOCBA3b U MocnefoBaTtesib-
HOCTb aKTMBaLWW OTAENbHbIX KOMMOHEHTOB MeXaHu3ma
pasBUTHSA, BKIOYATb WM HE BKIOYATb «MOPOYHbIE» KPYIru.
B 6onblien Mepe 31O CBA3@HO € NONMMOPOU3MOM reHoma
nauuneHTa. MMeHHO No3ToMy paboTa Bpaya C KarKAablM KOH-
KPETHbIM pebeHKOM TpebyeT NOCTPOeHUE WHAWBUAYaNU3U-
pPOBaHHOMN CXEMbI MArHOCTUHECKOrO NMOMUCKa, NepCcoHanbHON
3TUMOTPOMHOKW, NaToreHeTM4yeckon (B TOM 4yucne dapmakro-
reHeTU4eCKOoM) M CUMNTOMaTUYECKON Tepanuu, NepBU4HON
1 BTOPUYHOW Npodunaktuku [2, 11].

Pa3BuTMe Hayku MO3BOAWNO Nyylle WM3Y4UTb OTAENbHble
3BEHbS NnaTtoreHesa peBMaTOMAHOrO apTpuTa, pPofib psaga
LIUTOKMHOB B Pa3BUTUN OCHOBHbIX COObITUMI, KOTOPbIE UMe-
I0T MECTO KaK Ha YpOBHE LEeNOoCTHOro opraHuadma, Tak
W OTAENbHOro cyctaBa. YrnybseHue 3HaHWW O MeXaHWu3-
Max pas3BUTUS ayTOMMMYHHbIX 3a60neBaHui, K KOTOPbIM
OTHOCATCS peBMaToMAHbIN apTpuT B3pocbix 1 KOPA, ctano
OCHOBOW [Ns pa3BUTUS HOBbLIX GUOMOMMYECKUMX METOLOB
neyeHuns. OHM HanpaBneHbl Ha cneuuduyeckne cybecTaH-
LMK, KOTOpble MPUHUMAIOT y4acTue B MMMYHONOMMYECKUX
npoueccax M pasBUTUU peaKkuuin BocnaneHus [6]. Yrposa
WHBanUamM3aLUnn Takux OONbHbIX onpefenser Heobxoau-
MOCTb pa3paboTKK 1 BHeAPEHMS HOBbIX NOAXOA0B K natore-
HETUYECKOWN Tepanuun TAXKENOoro NoAnMapTUKYyNSaPHOro Bapu-
aHTa HOPA, pedpaKTepHOro K Tepanuu KacCUYECKUMM
MMMyHogenpeccaHTamun [12-15]. Takumu npenapatamu
MOryT cTaTb OGMONOTMYECKUE areHTbl, MONYyYEeHHbIE FeHHO-
WHXeHepHbIM nyTem [16].

MpeactaBnseM WCTOpUIO 60NE3HU [EBOYKM C TAXKENbIM
CUCTEMHbIM BapuaHToM tOPA, TOpnuAaHbIM K NeYeHunto Knac-
CUYECKUM UMMYHOZENPECCAHTOM W HEefoCTaTO4HOM addeK-
TUBHOCTbIO XMMEPHbIX MOHOK/IOHaNbHbIX aHTuTen K ®HO «
n aHtuten K docdonpotenHy CD20 Ha B numdboumtax.
BonbHas H., Bo3pacTt 17 net, HabnogaeTcs B peBMaToNoru-
YeCKOM oTaeneHnn Hay4Horo ueHTtpa 3gopoBbs geten PAMH
¢ aHBapsa 2009 r. PebeHoK oT 1-i 6epemMeHHOCTH, npoTe-
KaBLen GU3N0SI0rMYecKm (CpoYHble poabl). Macca npu poxK-
aeHuun coctaBuna 3200 r., gnvHa Tena — 51 cm. o 1 mec
pebeHOK Haxoauncs Ha eCcTeCTBEHHOM BCKapMIMBaHUMU.
PaHHee dwn3nyeckoe U NCMXOMOTOPHOE pa3BUTUE COOTBET-
cTBOBasso Bo3pacTty. [podunakTnyeckme NpPUBUBKKU MpPO-
BefeHbl No rpaduKky. Peakuna MaHTy — oTpuuaTenbHas.
MepeHeceHHble 3a60/1IeBaHNS: peflkne OCTpble pecnupaTop-
Hble HEeKLMN. HacneLCTBEHHbIV aHaMHe3 Mo 3a60/eBaHu-
AM COELUHUTENbHON TKaHU HEe OTATOLLEH.

[eBoyKka 3a6onena B ntoHe 2001 r., B Bo3pacTe 9 neT, Koraa
BNepBble NosiBMNach NPUNyxoCcTb B NOAKONEHHON 061acTH
cnpaBa, pacueHeHHas KaK rurpoma. B pgekabpe 2001 r.
nosiBMnach NPUMyx10CTb NPaBOro KOJIEHHOro cycTaBa, Kpac-
Hble NATHa W Y3eNKWM Ha 3ajHen NOBEPXHOCTU roJfieHen
n 6efep, oTMeYeH nogbem Temnepatypbl Tena o 38°C. Mpu
o6cnefoBaHnM B KIMHUYECKOM aHann3e KPoBWU BbISBNEHO
yckopeHue CO3 go 40 mm/4. Mo MecTy XuTenbCcTBa NPoOBO-
Aunacb Tepanusa aHTMbaKTepuanbHbiMKU NpenapaTaMu (reH-



TaMULMH, POKCUTPOMULIMH, MUAEKaMULMH) 1 duanoTepanums
(MarHuTOoTEpPanus, ranbBaHo- U doHodoped) — 6e3 ahdek-
Ta. [lpoKoHCyNnbTMPOBaHa B OPTONEANYECKOM NONUKIUHUKE,
noctasfieH AuarHo3 «HOBEHUNbHbIN XPOHUYECKUWA apTpUT».
[eBo4YyKe NpoBOAMIIOCH NEeYeHne HECTEPOULHbIMU NPOTUBO-
BocnanutenbHbiMn npenapatamu (HMBIM) — auknodeHak
B no3e 100 mr/cyt, Ha ¢doHe npuemMa KOTOpPoro oTMeveHa
yMepeHHasa nofioXKuTenbHasa anHamuKa. B aHBape 2002 r.
pebeHOoK 6bln rocnUTanM3npoBaH B OAMH M3 CTaLMOHapOB
MockBbl. [py 06¢cnegoBaHnm B KIMHUYECKOM aHanuse Kpo-
B1: CO9 — 57 mm/u4, ypoBeHb Hb — 96 r/n. PeBMaTOMAHbIN
dakTop (PP) oTpuuaTenbHbIW, MOBbIWEHA CbIBOPOTOYHANA
KoHueHTpauma CPB. Mpn 6akTeprMonorMyeckom mncecnenoBa-
HUU CUHOBMANIbHOM XMOKOCTU NPAaBOro KOJEHHOro cyctaBa
BbISIB/IEH POCT CTadUIIOKOKKA, B CBA3M C YeM NPOBeELEH KypC
uedotakenma (Npu NOBTOPHOM MYHKLMWM — pocTa MUKPO-
dnopbl He o6Hapy»eHo). MpoBoAMANUCE MOBTOPHbIE MYHK-
LMW KOJIEHHbIX CYCTaBOB C BBEAEHWEM [TIIOKOKOPTUKOMAOB,
Kypc MHAoMeTauuHa (3 Mr/Kr B cyTku). Ha ¢oHe neyeHus
COXPaHSANINCh 3KCCYLaTUBHbIE U3BMEHEHUSA B NPaBOM KOJIEH-
HOM cycTaBe, NosfBWIaCb MPUMNYXI0CTb JIEBOrO KOJIEHHOIO
M NpaBoro NIOKTeBOro cycrasa. B despane 2002 r. B cBA3M
C NporpeccupoBaHMeM CyCTaBHOro CMHAPOMa U HapacTaHu-
eM nabopaTopHbIX NoKasaTtenen akTMBHOCTU AeBOYKEe Obl
Ha3HayeH MeToTpeKcaT per os B go3e 10 Mr/m? nosepx-
HOCTU Tena B Heaento. B ¢BA3KM ¢ BbiSBeHHbIMU nabopaTop-
HbIMW NPU3HAKaMU aKTUBHOW XJTaMUAUAHON UHPEKLMUN NPo-
Be[leH Kypc aHTMGaKTepuanbHOM Tepanum (DOKCUTPOMULLMH),
MHDY3MU BHYTPUBEHHOTO UMMYHOIN06Y/IMHA YEN0BEYECKOTO,
copepralero IgG u IgM. HacTto BBOAMNUCH MTIOKOKOPTUKOU-
[bl BHYTPUCYCTABHO C KPaTKOBPEMEHHbLIM MONOXKUTENbHbIM
adpdeKTOM.

Ha ¢oHe neyeHns coCToAHME [EeBOYKM OCTaBasoCb HecTa-
OUNbHbIM, MOCTOSHHO peLnaUBUPOBaN CYyCTaBHOM CUHAPOM.
B panbHenwem 3aboneBaHme HEYKIIOHHO NPOrpeccMpoBano,
B MaTO/IOMMYECKU MpoLLecc NOCTENEHHO BOBNEKaaUCh ApYy-
rMe cyctaBbl, U yXe Yyepe3 1 rof cyctaBHOW CUHAPOM HOCUI
NONIMAPTUKYNSPHBIA XapaKTep C MOpPaKEeHUeM KONEHHbIX,
rONIEHOCTOMHbIX, IOKTEBbLIX U MESIKMX CYCTaBOB KUCTEN PyK.
MosiBUNach yTpeHHsAs CKOBaHHOCTb A0 120 MUH.

B ceHTa6pe 2003 r. oTMeYeHbl MOBbILEHWE TemnepaTypbl
Tena no 38°C, BbiparKeHHasa runotpodus, numdageHonatus,
renatocnaeHomeranus. Mpu o6cnefoBaHUN B KIMHUYECKOM
aHanuse kposu: CO3 — 62 mMm/4, ypoBeHb Hb — 85 r/n,
yncno nenkountoB — 14,5X10%/1. B UMMYHONOrMYECKOM
aHanude Kposu: CPB — pe3Ko NOMOXKUTENbHbIN (+++),
P® — otpuuatenbHbii. o aHHbIM 3xokapauorpabum —
cenapauus NUCTKOB nepukapga. PebeHKy noctaBneH aua-
rHO3: «tOBEHUNIbHbIN PEBMATOUAHbLIN apTpuUT, NOANAPTUKYNAP-
HblM BapuaHT». OgHaKO PETPOCNEKTUBHBLIN aHann3 UCTOPUU
60ne3Hu NO3BONAET AymaTb O CUCTEMHOM BapuaHTe 3abo-
NleBaHMns, O YeM CBMAETENbCTBYIOT debpunbHasa nuxopan-
Ka, numdageHonaTusa, renatocrnieHoMeranus, nepuKkapaur,
M3MEHEHUs B aHanu3ax KpoBu: ycKopeHue COJ, nemkouu-
TO3, TPOMOOLMTO3, MOBbILEHWE KOHLeHTpauun CPB, 1gG
B CbIBOPOTKE KPOBMU.

Mo TAXeCTn CoCTOfHUA AeBOYKe Oblna npoBefeHa ny/bCe-
Tepanusa METUINPEAHN30I0HOM B Ao3e 250 Mr Ha BBeaeHue
N2 2, NOBTOPHbIE NYHKLMK CYCTaBOB C BBEAEHUEM MMIOKOKOP-
TUKOMIOB, @ TaKXe MNPOoLO/IKEHa Tepanua MeTOTpeKcaTtom

per os B fo3e 10 Mr/m? noBepxHOCTH Tena B Heaento, HMNBIM
¢ pobaBneHMeM rmapoKcuxnopoxuHa. Ha ¢oHe nposognMmo-
ro fIe4eHUs KyNupoBaHbl ABNEHUSA NepUKapanTa, CHU3UINUCH
nabopaTtopHble NoKasaTenun aKTUBHOCTU, OAHAKO CYCTaBHOM
CUHAPOM MPOAOMKaN PeELMANBUPOBATD — COXPaHAIUCH IKC-
CyAaTUBHblE U3MEHEHUSA B KONEHHbIX cycTaBax. [oBTOpHbIE
NyHKLMM CYCTaBOB C BBELEHWEM T[IIOKOKOPTUKOMAOB —
C HEMPOLOMKUTESNIbHBIM 3P DEKTOM.

B pexkabpe 2003 r. coCTOsiHME AEBOYKM YXYALINIOCh: BHOBb
OoTMeYeHa nuMxopagKka jo cyobebpunbHbix LMbp, NOSBUAUCH
BblpaxeHHble 60/ B KOJIEHHbIX CycTaBax U NpaBoOM JIOKTe-
BOM cycTtaBe. [1pu o6cnefoBaHumn B KIIMHUYECKOM aHanunae
KpoBu: CO3 — 47 mm/4y. MpoBOAUAUCE NOBTOPHbLIE MYHK-
LMK CyCTaBOB C BBEAEHMEM [IOKOKOPTUKOMZoB. C anpens
2004 r. noBblleHa BHYTPUMbIEYHas A03a MeToTpeKcaTa
10 15 Mr/m? noBepxHOCTU Tesla B Heaesnto, Npofo/KeHa
Tepanus ruapoKcuxsiopoxnHom n HMBIM.

B panbHenwem (¢ 2004 no 2007 rr.) npeanpuHUManucb
NOMbITKM Ha3Ha4YeHUsd APYyrux MMMYHOMOAABAAIOWMX Mpe-
napaTtoB: B pasdHble Nepuoabl 3aboneBaHns eBoYKa nony-
Yyana cynbdacanasuH, nednyHomna, MmkobeHonata mode-
TUN; NPOBOAMAUCH CeaHcbl Nna3madepesa ¢ nocneayowmm
BBeAeHWEeM MeTUNnpeaHn3ooHa. OgHaKo NONOXKUTENbHbIN
abdeKT O6bl1 KPAaTKOBPEMEHHbLIM, W YNy4ylleHue HacTyna-
/10 TOMIbKO MOCfe BHYTPUBEHHOIO WAM BHYTPUCYCTaBHO-
ro BBEAEHWS TMIOKOKOPTUKOMAOB. [lOCTENEHHO COCTOsIHWE
[EeBOYKM yxyallanocb. HYepes 4 roga oT Havana 3abonesa-
HUS y pebeHKa pa3BWACA FeHepann3oBaHHbIA CycTaBHOM
CUHAPOM, 6ofibHasf nepecTtana CaMOCTOATENbHO XOAWTb;
oTMevanacb fiuxopagKka, BblparkeHHas runotpodus, numoa-
[eHonaTus; COXpaHAUCb BbICOKMMM nabopaTopHble NoKa-
3aTeNiv aKTUBHOCTW; MOSBWUIUCH AECTPYKTUBHblE W3MeEHe-
HUS B cycTaBax. [lepcuctupoBanu BbiICOKME nabopaTopHble
noKasaTenm aKTUBHOCTM 3aboneBaHusd. B KAMHUYECKOM
aHanuze Kposu: CO3 — 72 mMm/4, ypoBeHb Hb — 82 r/n,
yucno nenkoumtos — 17,5x10%/n. B UMMyHONOTMYECKOM
aHanuse Kposu: CPB — pe3Ko NONOMKUTENbHbIN (+++),
P® — oTpuuaTencHbin.

B nioHe 2008 . B cBA3K ¢ HE3ADPEKTUBHOCTLIO CTaHAAPTHOM
MMMYHOCYMPECCUBHON Tepanuu LeBO4YKe Ha4vaTo fevyeHue
npenapaTtoM MOHOK/IOHaNbHbIX aHTUTEN K GaKTopy HEKpO3a
onyxonu (PHO) o« — nHdnMKcumabom B J03€e 6 MI/Kr Macchl
Tena. Ye nocne nepsomn nHdysum npenapara OTMeYeH noso-
KUTENbHBIN 3bGEKT: KyNnMpoBannCcb OCTPOBOCMANNUTENbHbIE
M3MEHEHMS, YBENUYUICA OOBbEM ABUMKEHWUA B NOParKeHHbIX
cycTaBax, ucyeana yTpeHHsas CKoBaHHOCTb. B aHanmsax Kpo-
BM nosblcunca ypoBeHb Hb (¢ ucxogHbix 87 go 109 r/n nocne
nedveHuns), cHmusunnacb CO3 (c 72 fo 14 MM/4) 1 CbIBOPOTOY-
Has KoHueHTpauma CPB (C pe3Ko NONOXKWUTENBbHOIO A0 OTPU-
uatenbHoro). [leBo4yka Havyana pactv U 3a nocnegylolime
2 Mec BbIpocna Ha 4 cMm.

YuuTbiBas XOpOLWMM OTBET Ha Tepanuio UHOAMKCMMaboM,
nedveHune 6b11o npogomxKeHo. OgHaKko nocne 3-ro BBeAeHUS
npenapata (B ceHtabpe 2008 TI.) yTpeHHAS CKOBaHHOCTb
BHOBb Hapocna o 60 MWH, NOSIBUAUCH OCTPOBOCMaNNUTENb-
Hble UBMEHEHMS, 60NE3HEHHOCTb U OrPaHUYEeHNE ABUKEHUN
B KOJIEHHbIX, FOIEHOCTOMHbIX, JIOKTEBLIX U MeXdanaHroBbIX
cycTaBax KMCTeM.

C okTs6pa 2008 r. y AEBOYKMU NOSIBUNACH IUXOPaAKa, aKTUB-
HbI CYCTaBHOW CMHAPOM, CHUXEeHWe anneTuTa, TOLHOTa,
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cnaboCTb, BblpaXeHHbIN 601eBoV cMHAPOM. [na onpegene-
HUS TaKTUKK AanbHENLEro BeAeHnsa AeBoYKa Oblia Hanpas-
NeHa B peBMaToNornyeckoe otaefieHne HayyHoro ueHTtpa
3a0poBba aeter PAMH.

BnepBble B oTaeneHne pebeHoK noctynun B sHeape 2009 1.,
yepes 8 neT oT Havana 3aboneBaHuns. CoCTossHUE Mpu NOCTY-
NAEHUU pacLEeHWBaNoChb Kak TaXenoe 3a CYeT NPU3HaKoB
XPOHUYECKON MHTOKCUKaLUMKW, HAANOYEYHUMKOBOW HepocTa-
TOYHOCTHU, GEBPUNIBHON NUXOPaAKKU M MONMAPTUKYNSAPHOIO
CcycTaBHOro cuHapoma. Jinxopagka go 38,5°C — npeumy-
LWeCTBEHHO B YTPeHHWe Yacbl. OTMevanucb BblipaxeHHas
MbllleYyHas 1 obwas runotpodus. B KONEHHbIX, FrONeHOCTOMN-
HbIX, Nly4e3ansiCTHbIX, JIOKTEBbIX, MEIKUX CyCTaBax KUCTen
pYK OblNM BblparKeHbl 3KccyaaTMBHO-NponudepaTuBHble
n3meHeHus. MNanblbl pyK BepeTeHO06pa3HO WM3MEHEHDI,
NOABIXKKKU CrNa¥eHbl, axUnIoBbl CyXOXKUAUS yToNLLEeHbl. Pe3Ko
orpaHuyeHbl U GONIE3HEHHbI ABUXEHUS BO BCEX CycTaBax,
BK/lOYaa Ta306edpeHHbI W LWEWHbIW OTAeNbl MO3BOHOY-
HWKa. B KnuMHuyeckom aHanuse Kposu: CO3 — 70 mMm/v,
Hb — 90 r/n, uncno aputpountoB — 3,93X10%%/n, nen-
KountoB — 14,8X10°/n, TpomGouuTOoB — 745X10°%/n.
B MMMYHONOrM4eCKOM aHann3e KPOoBM: CbiIBOPOTOYHASA KOH-
ueHTpauusa 1gG — 18,4 r/n (Hopma — 7,2-17,1 r/n),
CPB — 78 Mr% (HopMa — < 5 Mr%). Takxe 6bln BbISBNEHDI
numdaneHonatus, renatocnieHomeranusa. Ha ocHoBaHwu
[LaHHbIX aHamMHe3a, KIIMHUYEeCKOro 0CMoTpa U JaHHbIX 1labo-
pPaTOPHbIX U MHCTPYMEHTasNIbHbIX METOAOB WCCnefoBaHuUA
Obln noctaBneH AuarHo3 «HOBEHWNbHbIM pPeBMaToUAHbLIN
apTpuT, CUCTEMHbIN BapuaHT». KoHcTaTMpoBaHa ropMOHO-
3aBUCUMOCTb.

AHanm3 coctosiHmna pebeHKa CBUAETENbCTBOBAN 0 HeadbhekK-
TUBHOCTU TPaAULIMOHHOWM NPOTMBOPEBMATUYECKON Teparnuu,
BKNtoyaa 6nokatop PHO «. Mbl pewmnn Bo3gepKaTtbes
OT MPOJO/IKEHMA Tepanun MHOAMKCMMaboM, OCHOBbLIBasACh
Ha pesynbTatax NPOBEAEHHOro B HaleM OTAENeHWU uccne-
foBaHMa abdEKTUBHOCTU NpenapaTa Npu pasnuyHbiX Bapu-
aHTax FOPA, KoTopoe noKa3sano, 4to y 81% 60/bHbIX CUCTEM-
HbIM BapuaHToM HOPA 4yepe3 2—-4 mec OT Hayana nevyeHus
pa3BMBaeTCA BTOPUYHAA PE3UCTEHTHOCTb K MHOINKCHMMaby
(peumanBbl CUCTEMHBIX MNPOSBNEHWN, MOBbIWEHWE aKTUB-
HOCTMW CYCTaBHOIoO CUHAPOMa M NabopaTopHbIX NOKa3aTtenen
aKTMBHOCTU 60ne3Hu) [17, 18].

B paHHOM cnydae 6binv BCe MOKasaHUsA ANf Ha3HayveHus
rMIOKOKOPTUKOMAOB 4S9 nepopanbHoro npuema. Ho KpaTko-
BpeMEHHbIN 3 EKT OT BHYTPUBEHHOIO U BHYTPUCYCTAaBHOIO
BBeAEHUS MIOKOKOPTUKOUAOB Y 3TOro pebeHKa cBuaeTenb-
CTBOBan O TOM, YTO NepopasbHbii NpuemM MnpeaHU3010Ha,
C O[JHOW CTOPOHbI, CKOpee Bcero 6yaeT HeAoCTaTouHO addek-
TUBEH, @ C APYroM — BbI30BET HEKOHTPOIMPYEMYIO FOPMO-
HO3aBMCUMOCTb, KaK y GO0NbUMHCTBA AeTew, CTpajaloLimx
cuUcTeMHbIM BapuaHTom HOPA [19]. ipyron npu4yMHON OTKa3a
OT MepPopanbHOro npuema nNpegHU30s0Ha y AaHHOro nauu-
€HTa CcTajl BbICOKMA PUCK Pa3BUTUS HU3KOPOCIOCTU (y4M-
TbiBaNUCb Takue HebnaronpusTHble daKTopbl, KaKk Ae6loT
3a6o0neBaHNs B paHHeEM BO3pacTe, CUCTEMHbIM BapuaHT
60Nne3HM, reHepanM3oBaHHOE NOpaXKeHWe CycTaBOB, BbICO-
Kas aKTUBHOCTb 60/1I€3HU, HEMPEPLIBHO peunauBupyloLiee
TeyeHue 3aboneBaHWs, 4YacToe napeHTepanbHOe BBeje-
HUe rMIoKOKopTMKonaoB) [19]. Takne nposiBNeHUs 60Ne3HM,
Kak nuxopapfKka, numdageHonatus, renatocrnjieHoMeranms,
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NOIMAPTUKYNAPHbBIN XapaKTep CyCTaBHOro CMHAPOMA, BbICO-
Kne nabopaTopHble NoKasaTeNn aKTMBHOCTU 3abo/ieBaHus,
HepocTatoyHas 3bPEKTUBHOCTL CTaHAapPTHOM WUMMYHOMO-
AaBnsolwen Tepanum n MHOAMKcMmaba, a TakKe NpoBeAeH-
HOe B HaleM OoTaeneHuu uccnefosaHne no abdOEKTUBHOCTH
aHTuTen kK CD20 Ha B numdouunTax y geten ¢ FOPA [20], nano
OCHOBaHWe BO34epXKaTbCs OT Ha3HayeHUs npefHU30/10Ha
per 0s WU NPUCTYNWUTb K Tepanuu OUONOrMYECKUM areHToM
PUTYKCMMaObOM.

Mpenapat BBOAWNCS B 03 375 Mr/M2 NOBEPXHOCTK Tena Ha
BBeAeHWe B Hegento no cxeme 0—1-2-3 Hen. HasHayeHue
npenapata 6b110 0406PEHO NOKaNbHbIM ITUHECKMM KOMMU-
TeToM HayyHoro ueHTpa 3goposbs geter PAMH. Pogutenu
pebeHKa nognucanu MHGOPMUPOBAHHOE Cornacue Ha npwu-
MeHeHwWe npenapara.

Tepanua putykcuMabom 6bina HayvaTa B mapTte 2009 r.
B KayectBe GOHOBOro npenapata AeBOYKa npogomkana
nonyyatb MeToTpeKcaT M3 pacyeta 20 Mr/mM2? B Heaenio
(25 Mr/Hepn). Yepes 6 Mec neveHns pUTYKCMMaboM B COCTO-
AHUMM pebeHKa oTMevanacb OTYETAMBas MONOXKUTENbHAs
AMHaMUWKa — KynupoBanach nxopagKa, yMEeHbLIMAUCh pas-
Mepbl MIMMbOY3N0B, NeYeHu, cene3eHKn, coKpaTunack nNpo-
LOMKUTENbHOCTb YTPEHHEN CKOBAHHOCTM, HO COXPaHSAIUCh
OCTpOBOCNANUTENbHbIE U3MEHEHUS B cycTaBax. B KauHU-
yecKom aHanmie KpoBu: CO3 — cHu3unacb o 36 Mm/\,
HECKONbKO MoBbicuica ypoBeHb Hb — pgo 96 r/n, yucno
aputpounToB — Ao 4,37 x10%2/n, Hopmann3oBanoch YUCNo
nenKounuToB — 8,1X10°%/n, coxpaHancs TPOMGOLUTO3 —
10 678Xx10%/51. B UMMYHO/IOTMYECKOM aHann3e KpoBu: Hop-
Manu3oBanacb CbIBOPOTOYHAsA KOHUeHTpauus IgG, ypoBeHb
CPB cHu3unca go 6,23 mMr%. Y4utbiBasi MONOMMUTENbHbIN
OTBET Ha MepPBbIN Kypc Tepanuu pUTyKCMmMabom K coxpa-
HSAIOLWWYIOCA aKTMBHOCTb 3abofieBaHus, MNOBTOPHbLIA Kypc
Tepanuu 6b11 NpoBeaeH B aekabpe 2009 r. Mocne BTOpPOro
Kypca Tepanuu putykcumMaboM nepectanv peLvanBnpoBaTb
CUCTEMHbIE NPOSIBAEHUS; HOPMaNM30Bannucb pasmepbl TUM-
$Ooy3n0B, NeYeHU, CeNe3eHKH; UcHesna YTPeHHSs CKOBaH-
HOCTb. Yepesd 1 rod OT Hayana NPUMEHEHUs puUTyKcumaba
B K/IMHMYECKOM aHanuze Kposu: Hb — 113 r/n, yucno
nenkountoB — 11,4x10° TpombounToB — 331X10°,
CO03 — 20 Mm/4. B mMMyHONOrM4yeckom aHannae KpoBM:
CblBOPOTOYHas KoHueHTpauusa 1gG — 1200 mr%, CPb —
2,3 Mr%. CoxpaHsnmMcb OCTpoBOCNanuUTeNlbHble U3MEHEHUS
B CyCTaBax: 3KCCyAaTUBHO-NponndepaTnBHble M3MEHEeHUS
B KOJIEHHbIX, FONIEHOCTOMHbIX, Ta306e4PEHHbIX, Ny4e3anscT-
HbIX U MENKUX CycTaBax KUCTEN PYK.

B TeyeHune 2 net OT Havana nevyeHns PUTYKCMMaboM LEBOYKY
He 6eCrnOKOUIN CUCTEMHbIE NPOSIBIIEHUS 3ab0eBaHUs; OHa
He nuxopaguna; pasmepbl IMMbOY310B, NEYeHU, Cene3eHKu
COOTBETCTBOBaNW BO3pPaCTHbIM HOpMaMm. YNbTpa3BYKOBOE
uccnefoBaHue opraHoB GPIOLIHOM NOMIOCTM M cepala narto-
NOTMYECKUX U3MEHEHUIN He BbiaBUNo. Co CTOpPOHbI nabopa-
TOPHbIX MOKa3aTeNen aKTMBHOCTU OTMEYaNocb HEMOCTOSH-
Hoe noBbiweHne COJ go 30 Mm/4. OcTanbHble NoKalaTenu
COOTBETCTBOBANN HOPMasbHbIM 3HAYE€HUAM, OAHAKO BbISB-
NANCA aKTUBHbBIN apTPUT; CYCTaBHOM CUMHAPOM HOCWA NOJU-
apTUKYNSPHbIA XapakTep; npeobnajanu nponvdepaTuBHbie
W3MEHEHUS B CycTaBax.

B sHBape 2011 r. feBOYKa NOBTOPHO M1aHOBO roCNuUTann3u-
poBaHa B peBmaTtonormvyeckoe otagenernune HU3/4 PAMH. MNpu



noctynneHun obpalwiany Ha cebs BHMMaHWe BbipaxeHHas
YTPEHHSAA CKOBAHHOCTb NPOAOMKUTENBHOCTbIO A0 100 MWUH,
NONMaPTUKYNIAPHbLIA CYCTaBHOM CUHAPOM CO 3HaYUTENbHbIM
OrpaHuyeHneM [ABUKEHWUWM B KOJSIEHHbIX, Ta306eApeHHbIX,
FONIEHOCTOMHbIX, JIOKTEBLIX, MAe4eBbIX U MerdanaHroBblX
CcycTaBax KUCTEMW, a TaKKe LWEeNHOM OTAene NOo3BOHOYHUKA
N YENIOCTHO-BUCOYHbIX COYSTIEHEHUSAX.

AHanus uctopuun 60/E€3HU NaLMEHTKU CBUAETENLCTBOBAN
O XOPOLEN MNOMOXKUTENbHON AUMHAMWUKE CUCTEMHBIX MPO-
ABNEHUH M nabopaTopHbIX MoKa3aTenen Ha ¢oHe Tepa-
MUK PUTYKCMMaOBOM U HeoCTaTOYHON 3DPEKTUBHOCTHU €ro
B OTHOLUEHMM CyCTaBHOro cuHgpoma. lNepes Hamu cTosna
OYeHb CI0XKHasa 3agava: ¢ O4HOM CTOPOHbI, ObIIN UCMONb30-
BaHbl U OKa3anucCb HeJoCTaTo4HO 3GDEKTUBHBLIMU NPAKTU-
YeCKM BCE OCHOBHbIE CXEMbl TEpanMM CUCTEMHOIO BapuaH-
Ta lOPA. lpoBOANTb TPETUM KypC NevyeHns pUTyKcrumabom
Mbl MOCYUTaNM HelenecoobpasHbiM B CBA3U C OTCYTCTBUEM
Ha JaHHbIH MOMEHT CUCTEMHbIX MPOSABAEHUM U HaNU4u-
eM HopMalibHbIXx NlabopaTopHbIX NoKaslaTenen, a TaKxe
C y4eTOM BO3MOXHOIo pucKa UHOEKLMOHHbBIX OCNTOXKHEHWUN
[21]. NMpu aTOM Mbl XOTENU U36EXKaTb HAa3HAYEHUS TIOKO-
KOPTUKOWMAOB AN BHYTPUBEHHOrO, NepopanbHOro U BHY-
TpucyctaBHoro BBefeHus. C Apyrov CTOPOHbI, MepBbIn
OTBET Ha Tepanuio UMHOAMKCMMaAOOM CBMAETENLCTBOBAN
0 TOM, 4YTO 60/1bHas YyBCTBUTENbHA K MHIMBUTOpam PHO a.
BTtopuyHas HeadPEeKTUBHOCTb K XMMEPHBIM MOHOK/OHab-
HbiIM aHTUTenam ®HO o pa3BuBaEeTCH B CBA3M C NosiBle-
HWEeM HenTpanuaylwmux aHTuTen [18]. YuuTbiBas nepsbin
oTBeT 60/IbHOM Ha UHIM6KUTOp PHO o M Haw npeabiayLLmi
ONbIT NepeKNtoYeHns ¢ ogHoro 61oKaTtopa Ha apyrow [22],
ObII0 NPUHATO pelleHne O Ha3Ha4YeHUU BTOPOro UHTUOMU-
Topa ®HO «, K KOTOPOMY HE CUHTE3UPYIOTCS HenTpanu-
3ylolWwmre aHTuTena. TakMMm npenapaTtoM cTan aTaHepuenT
(3H6pen).

dTaHepLeNnT npeactaBnsgeTr co60M KOMOUHUPOBAHHLIN Npe-
napart, COCTOSILLMM N3 2 KOMMNOHEHTOB — Fc-dpparmerTa I1gG
4yenoBeKa U PEKOMOUHAHTHbLIX AUMEPHbIX GOPM PacTBOPUMbIX
PHO peuentopoB-p75 [23]. 3taHepuent Ha 100% cocTouT
M3 YenoBeYecKoro 6enKa, 4To OT/IMYaeT ero oT MHOINKCHMMa-
6a, KOTOPbIN coAePKUT 25% MbIKMHOTO 6enKa [24].
AbDEKTUBHOCTL MOHOTEPANWUK 3TAHEPLLENTOM U €r0 KOMOHU-
HauWKW ¢ METOTPeKcaTOM Gblnia MOKa3aHa B OTKPbLITbIX HEPaH-
[OMU3MPOBaAHHbIX U PaHAOMWU3UPOBAHHbLIX KOHTPOIMPYEMBbIX
uccnefoBaHUsaX Yy B3POCHbIX C PEBMATOUAHbIM apTPUTOM
n neten ¢ OPA [23-29]. B ogHOM U3 nccneaoBaHUi NpoBo-
annacbk oueHKka apdEKTUBHOCTU ITaHepuenTa y 164 peten
C pas3nuyHbiMn BapuaHtamu tOPA, U3 Hux y 45 (27%) —
C CUMCTEMHbIM BapuaHToM, y 63 (38%) — c cepoHeratuB-
HbIM nonuaptputoMm, y 31 (19%) — ¢ onuroaptpuToM. Kak
nokasanu pesynbtatbl uccnegosanus, 30% ynydweHue
no neauaTpUYecKnM KpUTepUiM AMEPUKaAHCKOW Konneruu
peBmaTtonoros (AKP) 6b110 oTMe4eHo Yepeld 3 mec Tepanuu
aTaHepuenToM. KnuHuKo-nabopaTopHas pemuccus 3ape-
ructpupoBaHa y 59 (36%) nauMeHToB € NOAU- U ONuroap-
TpUTOM. HanmeHee adbeKTUBHOM Tepanusg aTaHepuenToM
Oblla y 60MbHbIX C CUCTEMHLIM BapuaHTOM GONE3HM, HTO
oTpaxaeT 06Uy CTaTUCTUKY 3IGPEKTUBHOCTU MHIMOUTOPOB
PHO « [26].

B nccnepoBanuu, Bratoyaswem 40 nauuneHToB ¢ HOPA, oue-
HMBaANOCb BAWAHWE 3TaHepLenTa Ha nporpeccupoBaHue

KOCTHO-XPSILLLEBOW AECTPYKUMK [27]. Pedynbtathl UccneaoBa-
HWSA NoKazanu, 4to 30, 50 n 70% yny4yweHre no neguatpuye-
CKUM KpuTepusam AKP 6bino 3aduKkenposaHoy 77, 72 n 50%
nauneHToB, COOTBETCTBEHHO. Kpome Toro, cpegHee u3me-
HEeHWe KOCTHO-3ansdCTHOro nHaekca lo3HaHCcKu yepes 1 roa
OT Havana Tepanuu coctaBuino +0,3, 4TO CBUAETENLCTBYET
0 MOTeHLManbHOMW CNOCOOHOCTU 3aTaHepLenTa 3amMeanstb
KOCTHO-XPALLEBYIO AECTPYKLIUIO.

OaHO M3 caMblX ANWUTENIbHbIX WMCCNefoBaHWMM MO OUEHKe
6e30nacHOCTM U 3hDEKTUBHOCTM Tepanuu a3TaHepLenTom
y nauuneHtoB ¢ KOPA npoBoAMnoCb Ha MNpPOTsXeHun 8 net
[28]. B nccnepoBaHue Bowwio 69 601bHbIX, U3 HUX 42 nony-
Yanu Tepanuio aTaHepLenToM B TeyeHue 4 net, 26 — B Teve-
HMe 8 net. Y 100% nauneHToB O6bINO 3aperncTtpMpoBaHo
70% ynydleHne no negnatpuyeckum kputepusam AKP vepes
8 net Tepanuun. CnyvaeB TybGepKynesa, ONMOPTyHUCTUYE-
CKMUX MHODEKLMN, OHKOMOrMYyecKux 3aboneBaHun, numdom,
CUCTEMHOMN KPaCHOM BOMYaHKKW, AEMUETUHUIUPYIOLLMX 3a60-
NleBaHuUM U CMEPTU HE OTMeYanochb. TakMum o6pas3om, Ha Npo-
TAXEHUU 8 neT Tepanuu aTaHepLenToM AONycTMMOoe Yucno
HeenaTesbHbIX PeaKkLUin He NoBbIWanoch, a KIMHUYECKoe
ynyylleHne coXpaHanoch y BCex NauneHToB, NPOAOMKaBLLMX
fieyeHue.

MccnegoBaHnin adHEKTUBHOCTM 3TaHepLenTa Npu CUCTEM-
HOM BapuaHTe IOHOLECKOro apTpuTa HEMHOro. 3TaHepuenT
NMPUMEHSANICA B COYETAHUU C MIOKOKOPTUKOMAAMU /15 Nepo-
panbHOro npuemMa u MetoTpeKcaToMm. PesynbraTbl HEMHO-
rOYMCNEHHbIX WCCNEef0BaHWK MOKasanu, 4YTo 3TaHepuenTt
CHWXX@eT aKTUMBHOCTb CYCTABHOIO CUHAPOMA MPaKTUYECKU
y BCEX NALMEHTOB, HO B OOMbLUIMHCTBE Clly4aeB NPOAOIKaoT
peunanMBMpoBaTh CUCTEMHbIE NposBReHus [29-31].
YuuTbiBaa NoNOXKUTENbHbBIE PE3YNbTaThl KIMHUYECKUX UCCe-
noBaHUM apdEKTMBHOCTM M 6Ge3onacHOCTM 3TaHepuenTa
y AeTen, nauneHTke H. 6bina Havata Tepanua npenapaTom
B fo3e 0,4 Mr/Kr maccol Tena Ha BBedeHWe B Buae noa-
KOXHbIX MHbEKUMI 2 pa3a B Hed. Ha3HavyeHue npenapata
ObIN0 040OPEHO NIOKaNbHbIM ITUYECKUM KoMuTeToM HLI3[,
PAMH. [leBo4yKka noanucana MHOOPMUPOBaAHHOE cornacue
Ha npumMeHeHue npenapata. [o Hadvana neyeHus 6biNO
NpoBeAeHO MONHOe 06CnefoBaHWE C LeNbio UCKIKYEHUS
aKTUBHOIO M naTeHTHOro Ty6epKynesa (npoBeaeHa peakums
MaHTy, JMacKMHTECT 1 KOMMNblOTEPHAsA TOMOrpadus opraHos
rPYLHOW KNETKM).

[Jo Havana Tepanuu 3TaHEPLENTOM COCTOSIHUE [AEeBOYKMU
pacueHMBaNoCb KaK TaXesnoe: oTMevanacb AJIUTeNbHas
(B TeyeHne 100 MMH) YTPEHHSIS CKOBAHHOCTb, CNabOCTb,
apTpantuu, BbipaxkeHHble 601 B Ta3006€4pEHHbIX CycTaBax
B HOYHblEe Yacbl, pe6EHOK CaMOCTOATENIbHO HE MOTr BCTaTb
Cc noctenu (1abn.). Ha MOMEHT NOoCTynfieHns B CcTaluoHap
y pebeHKa 3abMKCUPOBaH aKTUBHbIN NoanapTpuT (puc. 1 A);
3KccyaaTUBHO-NponudepaTMBHbie U3MEHEHUS OTMeYasucb
B BMCOYHO-HUXHEYENIOCTHbLIX COYNeHeHUsxX (puc. 2 A), wew-
HOM OTA€eNe NO3BOHOYHMKA (puc. 3 A), nneyeBbix (puc. 4 A),
JIOKTEBbIX, KOMEHHbIX, FONEeHOCTOMHbIX (puc. 5 A), mexda-
NIAaHroBbIX CycTaBax KucTew (cM. Tabn.). Bo Bcex rpynnax
CyCTaBOB — BblparKeHHas 60N1e3HEHHOCTb U OrpaHuYeHune
YHKUMOHaNbHOM aKTUBHOCTU. B noKTeBbIX cycTaBax chop-
MUPOBaNUCL CrubaTefibHble KOHTPaKTypbl (CM. puc. 4 A).
Y pebeHKa oTmevanocb orpaHuyeHue OyHKLWMOHaNbHON
aKTUBHOCTU: YLLK, NONATKKU U NAEYU KUCTAMU PYK He JocTa-
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Ta6nuua. IMHamM1Ka KIMHUYECKUX M NabopaTopHbIX NOKa3aTeNnen akTMBHOCTU 3ab6oneBaHus Ha GoHe Tepanuu aTaHepLenToM y 601bHOM H.

[OnnTenbHOCTb YTPEHHEW CKOBAHHOCTU, MUH 100 0 0 0
Yucno 60n1e3HEHHbIX CycTaBoB, abc. 23 4 (] 0]
Yucno cycTtaBOB € aKccyaauuen, abe. 20 5 0 (]
Yucno cyctaBoB ¢ orpaHuMyeHnemM GyHKUmMK, abe. 23 10 5 3
NHaeke 6onm Puyun, 6annbl 46 4 0 0
ey e 10 A o0 a0 2 10
e e 7 0 12 :
MHpekc KayvecTBa xn3Hu CHAQ, 6annbl 2,5 1,1 0,8 0
CO93, Mm/4 30 12 8 10
Hb, r/n 123 119 129 121
SpuTpoumTsl, X10%2/n 4,0 4,3 41 41
TpomGoLMTbI, X10°2/n 444 264 2908 334
JlenkouuTsl, ><109/n 9,8 8,4 7,3 10,7
CPB, Mr% (Hopma < 5 Mr%) <1,0 1,8 <1,0 <1,0

MpumevaHune. BALL — Bu3yanbHasa aHanoroas WKana (MMHUManbHO BO3MOXHOE 3Ha4yeHne — O, makcuManbHo — 100 6annos),
CHAQ (Children Health Assessment Questionnaire) — MoAMGULMPOBAHHbIM ONPOCHUK OLIEHKW 30POBbS AeTer (MMHUManbHOe BO3MOXKHOE

3HavyeHne — 0, MakcuManbHoe — 3 6anna).

Puc. 1. 06wuit Bua 60nbHOM Ao (A) n Ha doHe (B) Tepanuu
3TaHepLuenTom

Puc. 3. dyHKUMOHANbHAsA CNOCOBHOCTb LWEWHOro oTaena
No3BOHO4YHMKa [0 (A) n Ha doHe (B) Tepanuun aTaHepLenToM

M

Puc. 2. PyHKUMOHANbHAA CNOCOGHOCTb BUCOHHO-HUMKHEYEMOCTHbBIX
cyctaBoB [0 (A) u Ha doHe (B) Tepanuu aTaHepLenToM

Puc. 4. PyHKLMOHaNbHasA cNOCOGHOCTL MIeYeBbIX CYCTaBOB A0 (A)
1 Ha doHe (b) Tepanun ataHepuenTom

Puc. 5. SxkccygatvBHo-nponndepaTMBHble UIBMEHEHUS
B FONEHOCTOMHbIX cycTaBax Ao (A) u Ha poHe (b) Tepanuu
3TaHepuenTomM
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KPATKAA UHCTPYKLIMA MO NPUMEHEHWIO MPEMAPATA

TMoch1nM3aT ANS NPUTOTOBAIEHNA PACTBOPA ANS NOAKOXKHOTO BBEACHNS. OfIMH (DNAKOH C TOM 25,0 Mr Ta. npoTMBOT Vi Tepanum nepes Hayanom nedeHuns JHGpenom.
[laHHan nekapcTBeHHast (hOpMa PEKOMEH/0BAHA NALWEHTaM C MaCcCOii Tena mMewee 62,5 Kr, BK/II04as AeTeil. dTaHepLenT ABNAETCA KOHKY- Cnoco6 NpUMEHEHNA W A03bI: JHGPEN BBOAUTCS NOAKOXHO. MPY TEPANAN KBEHWLHOTO WAMONATHYECKOr0 ApTPUTA 4033 ONPEAENSETCA U3
PEHTHbIM UHTUGUTOPOM ®HO c ero peuenTopami Ha W KNETKM, W, TaKAM 06Pa30M, UHTVIGUPYET GUONOrMecKyto pacyera 0,4 MI/Kr Macchbl Tena (MakcumanbHas pasosas 403a 25 Mr). lpenapar BBOAWTCA ABAX bl B HEAENIO C UHTepBanamm 3-4 Axs. Mo
akTmeHocTe ®HO. Apyrum CM. NMOSIHYO B UHCTPYKLIW MO NPUMEHEHWIO.

K 10 i WAMONATUNECKUA MONUADTDUT Y AETe C 4-X NeT, PEBMATOMHSIH apTPUT CPEAHET W BbICOKOT MoGo4Hoe AedicTame: O'ers 4acTo (>1/10): (BKMH04aA BEPXHUX [ NYTeH, UNCTUTHI, UHADEKLUN KOXM),
CTeneHm THKECTM, NCop i apTpu, nCcopUas y B3POCAbIX U AeTedi ¢ 8 ner. MECTHbIE peakLuu nocne (BKNI0YAA KD i TEMaTOMbI, 3pUTEMY, 3YA, 607b, NPUNYXOCTH).
MpoTHBONOKa3aHHs: M0BbILIEHHAS HYBCTBUTENbHOCTb K STAHEPLENTY WA NIK0GOMY APYrOMY KOMIOHEHTY NIeKapCTBEHHOI (hOPMbI; Cencuc ‘iacma 1 BUAIb! NOGONHbIX PEAKLIMIA Y AETENN C HOBEHNIbHbIM anonamuecmm N10AMapTPUTOM Gblnv NOXOXKY Ha Te, KOTOPbIE HAGMIOAANUCH
AW PUCK BO3HUKHOBEHUS CENcica; aKTUBHAA BKI0Yas Xp [ (BTY. T C PEBMATOWAHbIM apTPUTOM.
BepemeHHOCTb ¥ Nepuoz nakTauuy; [leTckuit Bospact Ao 3 net i cnupt). Vcnonun XPaHEHusi: XparuTh Npy Temneparype ot 2 40 8 °C. He 3amopaxuBats.
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aKTMBHOrO TYGEpKYNe3a JHGPeN Ha3HavaTbCA He AOMKEH. [IMarHo3 HeakTUBHOTO T aer p
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Puc. 6. YnyyweHve aMoLMOHaNnbHOro CoCTosiHMSA Ha GoHe Tepanuu
3TaHepLenTom

Basa, He Xoauna, He cagunacb Ha KOPTOYKM, Nanblibl B Kynak
He cobupana, caMoCTOATeNbHO cebf He o6CcnyXKuMBana
(cm. Tabn.).

28 qHBapsa 2011 r., npoaomKaa Tepanuio MeToTpeKcaToM
B no3e 20 Mr/m? NoBepXHOCTH Tesla B Heleslo BHYTPUMBbI-
WeyHo, 6blI0 Hayato JsiedyeHne ataHepuenTtoM. [o60oYHbIX
peakLUMi Ha BBeldeHWe npenapaTta He oTMedyeHo. K HacTos-
LemMy MOMeHTy 60/ibHasi Mony4yaeT Tepanuio aTaHepLenToMm
B TeyeHue 24 Hepn. AHanus apOEKTMBHOCTM ITaHepuen-
Ta MOKasas, YTO YXe Ha chnedylwuin AeHb nocne nepBow
WHBEKLMN 3HAYUTENBHO YMEHbLWAACh BblPaXEHHOCTb 60/u
B CycTaBax, fnocfie BTOPOW WMHBbEKLMM CcoKpaTuaacb Mnpo-
[OJIXKMTENIbHOCTb YTPEHHEN CKOBaHHOCTM, [leBOYKa Hadvana
fnerye BCTaBaTb MO yTpaM Mnocne cHa. B KOHTPOSIbHOM Kiu-
HUYECKOM aHanu3e KpoBM Yepesd 1 Hea OT Havana Tepanuu
HopManu3oanacb COJ.

Yepes 4 Hel OT Hayana fevyeHns aTaHepLEeNTOM B COCTO-
AHUN pebeHKa Oblla OTMe4YeHa SIBHaA MNONOXKUTelbHas
AVHaMKKa: KynMpoBanacb YTPEHHAS CKOBAHHOCTb (4€BOYKE
6o/sblle He TpeboBanacb MOMOLb B CaMOOBGCIYXMBaHUK
C camMoro yTpa, ABUXXEeHUS B cycTaBax cTajiv 6e360/1e3HeH-
HbIMW), YMEHbLIWINCb 3IKCCYAATUBHblE WU3MEHEHWs, 3Ha-
YUTENbHO YBENMYMACS OObEM [ABWMEHWW BO BCEX Trpymn-
nax CyCTaBOB, YMEHbLIMIACb BbIPaXXEHHOCTb KOHTPAKTYpbI
B JIOKTEBbIX CyCTaBax, Hapocna obuaa aKkTMBHOCTb pebeH-
Ka. YMeHbLWWI0Cb 4Mcno 60ne3HEHHbIX CyCTaBOB, CyCTa-
BOB C 3KCCyAaLMEN, CyCTaBOB C OrpaHUYeHUeM ABUKEHWUN
(c™m. Tabn.). CHM3MNacb akTMBHOCTb 3a60/ieBaHUS, OLEHEH-
Hag C MOMOLLbI0 BW3yalbHOW aHanoroBow WKanbl (BALL)
KaK BpayoM, TaK W poauTeniem nauneHTku. B KnmHnyeckom

®

aHanunae KpoBu Yyepes 4 Hej OT Hadvana Tepanuu Hopmanu-
3oBanacb COJ (cMm. Tabn.).

MonoxuTenbHbIn adbEKT coxpaHunca u K 12-i Hep OT Havana
neyveHuns (CM. Tabn.). YMEHbLWWAUCH IKCCYAaTUBHbIE U3MEHE-
HWS B cycTaBax, MOMHOCTbIO UCHE3Ma YTPEHHAS CKOBAHHOCTD,
Hapoc 06bEM [ABWXKEHUMN BO BCEX MOPAMKEHHbIX CycTaBax.
B KNMHWYECKOM aHanuM3e KpoBWM — BCE MoKasaTenu B Hop-
ManbHbIX Npegenax (cMm. Tabn.).

B HacTosWwee BpeMs 60bHOM MPOBOAMTCS Tepanus ataHep-
LenTom B TeveHune 24 Hef. HYeped 6 Mec OT Havana nevyeHus
KynupoBanucb BOCNanUTeNbHble U3MEHEHUS U YBENNYUICA
006beM [ABUKEHUI BO BCEX NMOPAXKEHHbIX CycTaBax — rofieHo-
CTOMHbIX, KOMIEHHbIX, Ta306e4PEHHbIX, NIEYEBbIX, TOKTEBbIX,
MEeNKUX cyctaBax Kucten (puc. 1-5 B). CyctaBbl C aKTuB-
HbIM apTPUTOM He BbIABAAOTCA. [leBOoYKa NMONHOCTbIO cebs
06CNyKMBaeT, Havyana AoctaBaTb PyKamu SIONATKW, MOLHU-
MaTb pyKu BBepX (CM. puc. 4 B), xopowo cobupaet nasblibl
B KynaK, CBOOOJHO XOAWT Ha LbINOYKaX, MNATKax, camocTos-
TeNbHO MpucegaeT, AoCTaeT pykamu o nona. Hapoc o6b-
€M [BUXEHUN B YENIOCTHO-BUMCOYHbIX COYJIEHEHMAX U LIEN-
HOM OTZene MO3BOHOYHUKA, YNYYWWNOCh OTKPbiBaHWe pTa
(cM. puc. 2 B), neBo4yKe cTano nerdye noBopavmMsaTb ronoBy
B CTOPOHbI (CM. puc. 3 Bb). CoxpaHsAeTca Nuilb orpaHuyeHue
[IBUXEHUI B NE€BOM JIOKTEBOM CyCTaBe, HO 6e3 6011 U 3KC-
cygaumm 3a cyeT nposindepaTuBHbIX UBMEHEHWI.

JbdeKT Tepanuu Takxe oLeHuBanca no neguaTpuyecKkum
Kputepusam AKP. K 4-i1 Hep Tepanun aTaHepuUenToM yaanochb
noctnyb 30%, K 12-11 Heg — 50%, a K 24-1 Heg — 70% ynyu-
LEHMA B COCTOSIHUM 300POBbSA pebeHKa.

DYHKUMOHANBbHYIO aKTUBHOCTb MaLMEHTKU ONpenensnu no
WHAEKCY KayecTBa »M3HW B Gannax oTr O go 3 (no onpoc-
HUKY CHAQ). Jo Havyana Tepanuu 3TaHepLEenToM oueHKa
no CHAQ coctaBuna 2,5 6anna. Ha ¢oHe Tepanuu Kade-
CTBO XW3HU pebeHKa U ee cemMbW 3Ha4YUTENbHO BO3POCIO:
oueHka no CHAQ yepes 4 Hep coctaBuna 1,1 6anna, yepes
12 Hep — 0,8; 4epe3 24 Hep neyveHWss pPacTBOPUMbIMM
®HO peuentopamu — O 6annos (cm. Tab.).

AHanu3 npeactaBfeHHOro0 KAMHUMYECKOro crnyvyas AeMOH-
CTPUPYET OYEHb TAXKENO0E, HEMPEPBLIBHO peuunanBupylollee
TeyeHue cuctemHoro BapuaHTa KOPA, xapaKtepuaylolleecs
ObICTPON MHBaNWAM3aLMEN, HU3KUM YPOBHEM Ka4vecTBa
WU3HU, BICOKUM UHAEKCOM QYHKLMOHaNbHOW HELOCTaTOu-
HOCTWM W TOPMMUAHOCTBIO K TPaAULMOHHBIM MMMYHOAENpeC-
caHTaM W BTOPUYHON HEIDDEKTUBHOCTBIO K XMMEPHbLIM
MOHOKJ/IOHanbHbIM aHTuTenam PHO «. [leBo4Ke 6bI10 Npo-
BeeHo 2 Kypca Tepanuu aHtutenamu Kk CD20 Ha B numdo-
LMTax, 4To NO3BONIIO KYNMPOBaTb BCE CUCTEMHbIE NPOSB-
NneHus 3aboneBaHns, CHU3UTb labopaTopHble NoKasatenu
aKTUBHOCTU. [pKn 3TOM COXpPaHANMUChb CyCTaBbl C aKTUBHbIM
apTputoM. loJaBWTb aKTMBHOCTb CYCTaBHOMO CUHAPOMa
yAanocb nulWb 6narogaps ycnewHoMy NpUMEHEHMI0 pac-
TBOpUMbIX peuentopoB K PHO o — 3TaHepuenTa. Ye
nocne nNepBblX MHbEKLWM npenapata y pebeHKa CHU3WU-
Nnacb aKTMBHOCTb 60ne3HU. [lanbHenlee UCnonb3oBaHue
3TaHepLenTa 06ecneyYnno CHUXEeHWe aKTMBHOCTU CycTaB-
HOrFO CUHAPOMA, YMEHbLUEeHWEe 4Yucna CycTaBOB C aKTUB-
HbIM apTPUTOM, BOCCTaHOBEHWE PYHKLMIA B BOMbLIMHCTBE
NnopaKeHHbIX CycTaBaX, CHUXXeHUe NnabopaTopHbIX MOKasa-
Tenew akTMBHOCTU U 3HA4YMTENbHOE NOBbIWEHWE KavyecTBa
U3HU OEBOYKMU U ee ceMby (puc. B).
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