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B ctatbe onucaH ciy4al TSXKE/I0ro TEeYEeHUs] I0BEHMIbHOM CKiepoaepMun. 3abosieBaHne XapaKTepu30BasioCb BbICOKOM
aKTUMBHOCTbIO, arpecCHUBHbIM TEYEHMEM, PEGPAKTEPHOCTLIO K Tepanuu [JIIOKOKOPTUKOMAaMH, Unkiopocpammnaom, MeTo-
TEPKCaTOM B COYETaHUM C ripernapatamu, yaydlarlmMy KpoBoobpallyeHme. OnucaHo ycrelHoe npuMeHeHe XMMEPHbIX
aHTMCD20 MOHOKJ/IOHaJIbHbIX aHTUTe — rpenapata PUTYKCUMab. Yxe dyepe3 4 Hep Tepannn YMEHbLUNINCh CUMIITOMbI
MHTOKCMKaLMK, MIOTHOCTb M JIolWadb o4yaroB ckaepogepmun. K 24 Heg HopMaan3oBainMcb MMMYHOIOMMYECKUE MOoKasa-
Te/IM aKTUBHOCTU 60/1€3HN. [IpUBEAEHHbIN KIMHUYECKNIA PUMEP AEMOHCTPUPYET BbICOKYIO 3PPEKTUBHOCTb PUTYKCUMaba
y NaumneHTa ¢ TSXKesbIM TEYEHNEM IOBEHWU/IbHON CKaepoaepmMun. KanHnko-nabopaTopHas pemmuccus 601€3HMN COXpaHsIeTcs
B Te4eHne 52 Hep.

Knro4eBbie cnoBa: €T, OBEHWU/IbHAS CKIEPOAEPMUS, PUTYKCUMAO.

HOBeHunbHasa cknepogepmunsa (KOC) — xpoHuyecKoe
UMMYHHOarpeccuBHoe 3abosieBaHve ¢ 4eboToM 60/1e3HU
no 16-netHero Bo3pacTa. [lposBnsgercss XapaKTepHbIM
GUOPO3HO-CKIEPOTUYECKMM MOPaXKEHUEM KOMMW, OMOPHO-
[ABUraTeNbHOro annapata C BO3MOXHbIM BOBJIEYEHUEM
B MPOLECC BHYTPEHHMX OPraHoB, Pa3BUTMEM CUHAPOMA
PeliHo. B ocHOoBE 601€3HU NEXUT reHepann3oBaHHOE nopa-
YEHUe coeaMHUTENbHON TKaHuU ¢ npeobnagaHneM pubposa
1 o6nuTepupytowero TpoMbaHrmumTa [1].

HOBEHUNIbHYIO CKNEPOAEPMUIO MOAPA3AENSIOT Ha toBe-
HUNBbHYIO CUCTEMHYO cKknepogepmuto (KOCCA) u toBeHWNb-
HYlO OrpaHuyeHHylo cknepogepmuio (FOOCA). Mpu KOCCA
Hapsay C U3MEHEHUSIMU KOXM W OMOPHO-ABUraTeNIbHOro
annaparta MMeeT MeCTO NoparKeHWe BHYTPEHHMX OPraHoB

W pa3BuTMe cuHapoma PerHo. BmecTe ¢ TeM pesynbra-
Tbl MHOTONETHUX HAGNIOAEHWN 3@ AETbMU C OrpaHUYEHHON
CKnepoJepMuen nokasanu, 4to 6osiee 4em y MOSOBUHbI
nauneHToB (59,7%) pasBuBanMCb MPU3HAKK MOPaXKeHUs
BHYTPEHHMX OPraHoB, aHaNlorMyHble W3MEHEHUSM Mpu
cUCTEMHOM cKiepoagepmun [2]. Tatomopdonornyeckme
M3MEHEHMS KOXM M MOANEHKALLMX TKAHEW NPU CUCTEMHOM
M OrPaHUYEHHOM CKIepoaePMUN OKa3anmCb CXOAHbIMU. ITO
Nno3BOMIMIO cAenaTb BbiBOA, H4TO OrpaHU4YeHHas CKepo-
nepmus ansetca popmMor CUCTEMHOro npouecca [3].
lOBeHMNbHasA cKiepoaepmMus — peaxkoe 3aboneBaHue.
PacnpocTpaHeHHOCTb CUCTEMHOW CKNepoaepMun y B3pOC-
nbIx cocTaBnser 19-75 cnyqyaeB Ha 100 Tbic. HaceneHwus,
3aboneBaemoctb — 0,45-1,4 Ha 100 TbiC. HaceneHus
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Experience of Rituximab treatment in a patient

with juvenile scleroderma

A clinical case of severe juvenile scleroderma is represented in this article. The patient had a high activity and aggressive course of
disease, he was resistant to steroid, cyclophosphomide and methotrexate therapy in combination with drugs, improving blood circulation.
The authors describe the successful usage of chimeric monoclonal antibody against the protein CD20 — Rituximab. By the 4th week
of the treatment the signs of intoxication and local manifestations of the disease (density and area of scleroderma patches) have
diminished. By the 24th week the immunological markers of activity have become normal. Afore-mentioned clinical case demonstrates
high efficacy of Rituximab in patient with severe course of juvenile scleroderma. By now the stage of clinical and laboratory remission
has maintained for 52 weeks.
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B roa. [ona geten B Bo3pacte Ao 16 net cpeau 60/bHbIX
CUCTEMHOWM CKIepoaepMuen coctaBnseT okono 3%, a B BO3-
pacte go 10 net — okKono 2%. B cTpyKType XPOHUYECKMUX
peBMaTUYeCKMX 60NEe3HEN y AeTen CKNepoaepMmns 3aHnmaeT
TpeTbe MecTo. B AOWKONbHOM M MAaAWeEM LWKOJAbHOM BO3-
pacTe MaNlb4MKK 1 AeBOYKM BONEOT 0AMHAKOBO 4acTo, a cpe-
OV JeTewn cTapuero Bo3pacTa npeob6nagatT AeBOYKM [4].

Kak camocTtosaTenbHoe 3aboneBaHue CcKaepoaepMus
onucaHa B 1634 r. Zacutus Lusitanus. TepMmuH «cKknepogep-
MUs» (TBEPAOKOXKME) 6biN NpeanoxeH B 1847 r. Gintrac [5].
B Poccuun B 1896 1. pycckuin gepmatonor A.T. [Nonote6HOB
B KHUre «BBefeHwe B KypC AepMaTonorMu» paccMmaTpuBan
CKIepoAepMUIIO Kak 60/1e3Hb BCEro OpraHn3ma; Y4yTb Nno3xe
poccurckmne natonoru A.E. AHnMwesckun u . UN. MapKkenos
y NaLuMeHTa Co CKIepoaepMren onncann n3MeHeHNs He ToNb-
KO KOXM, HO U MaructpasnbHbIX COCYAOB, NErKWUX, NEYEHU U
ceneseHkn. B cepeanHe XX B. aMEPUKAHCKMM NaToN0rom
Knemnepepom 6bina chopmMynMpoBaHa KOHLEMLUUA O KO-
nareHoBblx 601e3HSX, F4e CKIepoaepMuma paccmaTpuBanach
KaK CUCTEMHas Ae30praHu3auus COoeauvHUTENbHOM TKaHu
[6, 7]. B Poccun 6onbluOM BKNag B U3y4eHUE CKaepoaep-
MWK BHecnun uccnegosaHmsa E. M. Tapeesa, B.A. HacoHoBo#,
H.T. Iyceson, C.WN. JoBxaHckoro, [.4. BbicouKoro, neaua-
TpoB J1.A. NcaeBon 1 H.H. YBaposo# [8].

B natoreHese CcKnepogepmMun OCHOBHYIO PO/b WUrpatoT
NpPOLEeCcChbl YCUIEHHOTO KonnareHo- u dmbpo3oobpas3oBa-
HMS, HapylweHUs MWKPOLMPKYASUMK B pelynbrate Bocna-
JINTENbHbIX UBMEHEHUIM U Cra3ma MeNKUX apTepumn, apTepu-
01 U KanunispoB, M3MEHEHWUS TYMOPanbHOro MMMyHWUTETA
C BbIpabGOTKOM ayTOaHTUTEN K KOMMOHEHTaM COEAWHUTENb-
HOM TKaHw.

BaxHasa ponb B pa3BuUTUM GUMOPO3HOrO mnpoLuecca npu
CUCTEMHON CKNEPOAEPMUN OTBOAMTCH UMMYHHbBIM HapyLIEHK-
am [9, 10]. MpuaHaku aktuBauum T n B numboumnToB BbISB-
NSAOTCH yXKe Ha PaHHUX CTaausax pasBuTna 601e3HM A0 TMCTO-
NIOTUYECKMX nposiBneHun ¢ubposa [11]. YcTaHOB/IEHDI
ctumynupyowme addeKTbl 3TUX KNEeTOK Ha dunbpobnacTbl.
OCHOBHOE 3HayeHWe B pPas3BUTUM CKIEPOLEPMUYECKOrO
Gnbpo3a NnpuaaeTcs HapyleHUsam T-KNeToYHOro 3BeHa MUMMY-
HUTETa, 4YTO nposiBnseTcs GYHKUMOHANbHOM MNofspu3alnen
T numdouuntoB nepudepnyecKorn KpoBM U TKaHeW C npe-
obnagaHvem cuHtesa Th2 LUWMTOKMHOB, BAMSIIOLLIMX Ha POCT,
nponudepamio 1 NPOLYKLMIO KOMNOHEHTOB BHEK/IETOYHOMO
mMatpukea [9, 10, 12-14]. B nocnegHee Bpems ycTaHOBNEHA
3Ha4uTeNbHas ponb B niMMPounTOB B pa3BUTUM ayTOUMMYH-
HbIXx 6011e3Hen. Hapsigy ¢ CUHTE30M ayTOMMMYHHbIX aHTUTEeN
B nMM®OoLnTbI NPE3EHTYIOT aHTUIEHbl (ayTOAHTUIEHbI), pery-
JIMPYIOT COCTOSIHWE AEHAPWTHBIX KIETOK, aKTMBaLUMIO U Anb-
depeHUnpoBKy T KNETOK, CUHTES Pa3/INYHbIX LLUTOKWMHOB. Npu
CUCTEMHON CKNIEePOAEPMUM YCTAHOBAEHO Halnyne MONMKIIO-
HanbHOW B-nMMdouuTapHON akTMBaL MK, HapylleHWe cocTaBa
B numoountoB (yBennveHune nyna HaTUBHbIX KIETOK, CHUXKE-
HWe nyna KNeToK namsth) u KX yyactne B GOPMMPOBaAHUM
MMMYHOBOCNANUTENbHbLIX MHOWUALTPATOB KOXMK U BHYTPEHHMX
opraHoB. Ha runepaktuBauumio B KIeToK npu CUCTEMHOM
CK/IepoAepMMUM KOCBEHHO YKasblBatoT runeprammariobynu-
HEMWS U Hannyne pasHoOo6pPa3HbIX LIMPKYIMPYIOWKX ayToaH-
TMTEN, @ TaKKe MOBbIWEHWE YPOBHSA MapKepoB aKTUBaLuu
B numdoumnTtoB B nepndepmnyeckon KpoBu 1 TKaHAX 60JIbHbIX
cuctemHowm cknepogepmunen (CD19, BAFLR) [15].

Ansa neverHuns Taxkenbix dopm KOCCL npuMeEHSIOT KOMOBU-
HWPOBaHHYIO Tepanuio MMIKOKOPTUKOMAAMU U LmMKnodocda-
Muaom [16]. OgHaKo nevyeHrne UMMyHoAeNnpeccaHTamum MOXKET
ObITb TOKCMYHbIM, MOBbIWATL PUCK Pa3BUTUS MHOEKLMOH-
HblX 60n€e3Her M HoBoOOGpasoBaHWW. KoMOGMHMpOBaHHasA
Tepanusa conpoBoXaaeTcs nobo4yHbiMK adpdekTamn y 25%
nauneHTOB y)Ke B Te4yeHWe NepBoro roga ee npoBeaeHus.
HecmoTpsi Ha arpeccvMBHOE fevyeHue, He Bcerga ygaetcs
OOCTUYb PEMUCCUN 6ONE3HU [17]. IMEHHO NO3TOMY aKTyaslb-
HbIM CTAHOBWTCS BOMPOC NMOMCKa M BHEAPEHUS HOBbIX ieKap-
CTBEHHbIX MpenapaTtoB 415 JIeYEHUS TAKENON IOBEHUIbHOM
cKiepoaepMum.

B HacToslee Bpems npoBoadaTca uccneqoBaHmns apodek-
TUBHOCTM M 6€30MacHOCTU pUTYKCMMaba Mpu pasinyHbIX
ayTOMMMYHHbIX 60M1e3HAX. YuuTbiBas, 4to B numdbounTbl
UrpatT OAHY M3 LEeHTPabHbIX PO/en B NatoreHese ayTomum-
MYHHbIX 60/1€3HEN, UX AENNELNs MOXKET OCTaHOBUTb Pa3By-
TME MMMYHOayTOarpeccuBHoOro npouecca [18-211].

Mpenapat putykcnumab npeacraBnsier co60M XxMmepHoe
aHTMCD20 MOHOK/NOHaNbHOE aHTUTENO, COAEpPKalllee Yeno-
BevyeCKnn IgGLK-KOMMNOHEHT U BapuabesbHbl MbIWWHbIN
pernoH. AHtureH CD20 akcnpeccupyeTcs Ha NOBEPXHOCTH
npeHauBHbIX U 3penblX B AiMMGOLNTOB M KNeTKax namsit,
HO HMKOrga — Ha Nnas3MaTUM4EeCKMX M CTBOJIOBLIX KETKax
[22, 23]. Jenneuus B KneToK cBfAi3aHa C MexaHM3MaMM
aHTUTENO- U KOMMNEMEHT-3aBUCUMON LUTOTOKCUYHOCTHU
M anonTo30oM.

Pesynbratbl MCNOMNb30BaHUSA aHTUB-KNeTo4YHoN Tepanuu
Ha 3KCNEepPUMEHTaNbHbIX MOAENAX CBUAETENbCTBYIOT, YTO HEW-
Tpanu3auusa B KneTok npeacrtaBnser cobon 3P eKTUBHbIN
nyTb yMeHblIeHNa Gnbposa. K HacToslemMy BpeMEHU ony-
6/IMKOBaHbl [JaHHble HECKOMbKMX OTKPbITbIX KIAMHUYECKMX
nccneaoBaHu No MPUMEHEHUIO pUTYKCMMaba y BObHbIX
CUCTEMHOM cKepoaepMnen. B aTux nccnegoBaHumsx nokasa-
Ha apdEKTUBHOCTb Npenaparta npu 0CTPOM, 6bICTPO Nporpec-
cupyrowemM Te4eHnn 3aboneBaHnsd, 0CO6EHHO B OTHOLWIEHWMU
BOCCTaAHOBNEHUA OYHKUUK Nerkux [24—27] U yMEHbLIEHNUS
MJIOTHOCTU KOXM [28]. B nyénukaumm D. McGonagle 1 coaBT.
npeacTaBieH cny4an HabnoaeH1sa 3a 60/1bHOM C CUCTEMHOM
CK/IEPOAEPMUEN, C TSXKENbIM MOPaXKEHUEM NErkux, Head-
(GEKTUBHOCTbIO MpPEeALIEeCTBYOWEN Tepanum MeTUNNpPeaHu-
30/10HOM U UMKIodochaHOM, NPOBOAUMON Ha MPOTAKEHUMU
1 roga. Ocobasi TSKeCTb COCTOSHMS Oblla 06ycnoBneHa
HapacTalWMMN CUMNTOMaMKU [bIxaTelbHOW HeLOoCTaTO4YHO-
CTU M HaNM4yMeM pPacnpoCTPaHEHHbIX UBMEHEHWI B NIETKMUX
Nno AaHHbIM KOMMblOTEPHOM TOMorpaduu. MNMauneHTKe 66110
npoBefeHO 2 Kypca Tepanuu puTyKCMMaboM C MHTepBaioM
B 1 roa. 370 NO3BOAMIO 3HAYUTENBHO CHU3UTb @KTUBHOCTb
3a60/1eBaHMA U OKa3a0 NONOXKUTENbHbIN 3PPEKT Ha COCTO-
SIHWE NNerKNX B BUAE YMEHbLUEHNUS MPOSIBAEHNUI AblXaTenbHON
HEeJOCTaTOYHOCTU, PECTPUKTMBHBIX HapPYLIEHWH, ynydleHus
OMdPY3HOM CNOCOBHOCTU NIErKKUX, HabnaaBlLumMxcs Ha GoHe
nenneuunun nepudepunydecknx B numooumntos [25].

B OTKPbITOM KJIMHMYECKOM WCMbITaHUU PUTYKCMMaba
y 8 nauMeHTOB C CUCTEMHOM CKIIEPOAEPMUEN TaKKe BbisBe-
HO 3Ha4YUTENbHOE YMEHbLIEHWE NNOTHOCTU KOXM, OLleHUBae-
MO€ Ha OCHOBaHWMM MOAMOULIMPOBAHHOIO KOXHOMO cyeTa
PogHaHa, 4TO CONpPOBOXAANOCb AOCTOBEPHbLIM CHUMKEHWEM
yncna MModnbpo6acToB U coaeprKaHUs rManMHU3NpPoBaH-
HOro KonnareHa B Koxe [27].



Ta6nunua. [IMHamnKa MMMYHONOMMYECKMX NOKa3aTenen akTMBHOCTU 601e3HU Ha poHe Tepanuu pUTyKcumabom

POE, a/n 0-20 181 480

180 20 15

AH® hep2 0-1:80 1:160 1:320

1:280 1:80 oTp.

Bo Bcex pa6oTax MoAaTBEpPKAEHA Xopollas MepeHocu-
MOCTb M 6e30MnacHOCTb npenaparta y 60/bHbIX CUCTEMHOM
CKNepoJepmuen. YCTaHOBNEHO, YTO Ha GOHE MPUMEHEHMUS
puTyKCcMMaba Habnlogaetcs He TONbKO nepudepuyeckas,
HO ¥ TKaHeBas B-knetoyHas penneums (MCYE3HOBEHWE
B-numdoumTapHOn MHOUABTPALMK KOXMKM). Takum o6pas3om,
3KCMNepuUMeHTa/bHble [JOKas3aTte/ibCTBa MNaToreHeTU4ecKo-
ro 3HayeHus B numdoumToB U pesynbraTbl KIMHUYECKUX
nccnegoBaHUM MO3BONSAOT MPEANONIOKUTL, YTO MPUMEHE-
HWE MHPY3MOHHOW aHTMB-KNeTo4yHoW Tepanuu npenapaTom
PUTYKCMMab MOXET ObiTb 060CHOBAHO Ha PaHHWX CTagusax
3abo0sieBaH1A y NaLUEHTOB C 6bICTPONPOrPECCHUPYIOLLUM TeYe-
HMEM, BbICOKOM aKTUBHOCTbIO CUCTEMHOM CKIEpPOAEPMUM,
C npeobnagaHnem B KIIMHUYECKON KapTUHE MopaxeHus ner-
KUX M MONOXWUTENIbHbIMKU UMMYHOJIOTMYECKMMU MapKepamu
CUCTEMHOW CKiiepofepmun [28].

B npvBeOEHHOM HUXKE KIMHMYECKOM HabaeHUN npea-
CTaBNeH COOCTBEHHbIA OMbIT NMPUMEHEHUA PUTYKCMMaba y
[EBOYKM C IOBEHUNbHON CKepoaepMuen, pe3nCTeHTHOMN
K Tepanuu rMIOKOKOPTUKOMAaMN U LnKnodochaMmnaom.

bonbHag A., 5 neT, nocTynuna B peBMaTonornyeckoe otae-
nexHve HayyHoro ueHtpa 3aopoBbs geter PAMH B oKTsi6pe
2005 r. bonbHa ¢ aBrycta 2005 1., KOrga Ha Koxe 60KOBOM
NOBEPXHOCTM TyNOBULLa CEBa, 1EBOM 6eape, NeBOW roNeHu
NOSIBUINCb 0Yaru ynaoTHEHWs ¢ 6necKom, AennurMeHTaumen.
Takke oTMevanocb yMeHblLIeHWe B o6beme fieBoro 6eapa
W NeBOW roneHu. [leBo4yka rocnutanvMavpoBaHa B 06nacT-
HYIO AETCKYI0 K/MHUYECKYID GONMbHULYY MO MECTY XWTeNb-
ctBa. [1pn nocTynneHum cocTosaHne pebeHKa pacLeHeHo KaK
cpegHeTsKenoe. Ha Koxke 60KOBOW NOBEPXHOCTM TyloOBMLIA
cneBa, Ha NleBoM 6efpe, NeBOW FONEHN BbISIBASIUCL O4aru
YMIOTHEHUS KOXM C NepnamMyTpoBbIM 6/IECKOM, OTCYTCTBUEM
pocTa BONOC, BEHYMKOM runepemuun no nepudepun. Mpu
o6CcnefloBaHUN B KIMHWYECKOM aHajM3e KpPOoBM OTMeva-
JINCb YMEPEHHO BblpaxeHHad aHemus — Hb — 102 r/n,
nenkouuTbl — 12,4X10° Thic., CO3 — 5 MM/4. LE KneTku
He BblfiB/ieHbl, 06HapyxeHbl aHTuTena K AHK (HaTuBHOM
W [EeHaTypupoBaHHOWN), aHTUHYK/IeapHbIn daKktop (Tabn.).
[leBo4Ke 6bi1 NocTaBneH aMarHo3: «KOHollecKas cknepoaep-
MWsi» U Ha3Ha4YeH NPEAHU30/0H B 403€e 1 MI/Kr Macchl Tena
B cyT (15 mr/cyr), B fo3e 50 Mr/c — NeHTOKCUDWUIUIUH, NEHU-
UMANaMUH, HUKOTMHOBAs KKCNOTa; NpPOBOAMNACb MecTHas
Tepanus HecTepouaHbIMM MPOTMBOBOCNAIUTENbHBIMKU Mpe-
napatamu, CpeactTBamu, yaydwatownumMm TpOPUKy TKaHen —
[-NaHTeHon, doHodOpPES C r’MAPOKOPTUSOHOM.

B okta6pe 2005 r. geBo4YKa BMNepBble TOCMUTANU3U-
poBaHa B peBmatofniornyeckoe otaeneHne HLU3/[ PAMH.
[Mpn ocmoTpe cocTosiHMe pebeHKa pacLEeHEHO KaK cpef-
Hen TsecTn. OTmMevanucb pacnpocTpPaHEHHOE MOopaXKeHue
KOXMU, BNEHNUA MHTOKCUMKauuK (obpallann Ha cebsi BHUMa-

HWe 611e4HOCTb KOMHbIX MOKPOBOB, «T€HW» MOA rfla3amu),
pasHuLa B A/IMHE HUXHUX KOHEYHOCTEeMW (neBast Hora 6bina
Ha 1 cM Kopoye npaBow) U obbeme 6egep (06bLEM NEBO-
ro 6efpa U rofneHun cneesa Ha 1 CM MeHblle, Yem crnpasa).
Ha Koxe 60KOBOW MOBEPXHOCTU TyNOBMLLA CneBa, S1€BOro
6eapa, NeBOW rofIEHN C NEPEXOOM Ha TblJ1 CTOMbI onpeaens-
JIUCb OOLIMPHbIE OYary NOpaxeHns KOXu B CTagnn NIOTHOro
OTeKa C BEHYMKOM rMnepemMun no nepudepuun, AMCxXpomuu,
atpodun n dnbposa (puc. 1). Koxka B 06n1acTtv 04aros nioxo
cobupanachk B CKJIagKy, pPOCT BOMOC Obl1 HapyLLeH, noanexa-
LMe TKaHW crnasiHbl C KOCTbO B 061aCTU MeananbHOM NOAbIXK-
Kn (puc. 2). OTMedyanocb OrpaHuyeHue KpamHux LBUKe-
HWW B IEBOM KONIEHHOM W JIEBOM TO/IEHOCTOMNHOM CyCTaBax.
NumbageHonatus 6bina He BbipaxeHa. Co CTOPOHbI BHYTPEH-
HWX OPraHOB MPW OCMOTPE NaToNOrMKN HE BbiIBNEHO. Pe6eHKy
npoBeeHO NoJiHoe NTabopaTOPHO-UHCTPYMEHTaNbHoe obcne-
foBaHue. [oKkasatenu KIWMHUYECKOro U GUOXMMUYECKOro
aHann30B KPoBW Gblan B npegenax Hopmbl. B nmmyHonoru-
YECKOM aHafiM3e KPOBW BbISIBAEHbI MOMOXUTENbHbBIN aHTH-
HyKNeapHbI dakTop (AHD), NOBbLIWEHHLIN YPOBEHb PEBMA-

Puc. 1. Ouyar cknepogepmun B ctagmm AUCXpoMumn, atpodum
n dnubposa

Puc. 2. O4ar cKnepoaepMumn B CTagnm AMCXPOMMUM U CKIEpo3a.
Bbipa)eH 6/1eK KoMK, OTCYTCTBYET POCT BOJIOC

(32)
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Puc. 3. bonbHas A. nepeg
Ha3HayeHeM pUTyKcumaba.
HoBble cknepoaepmuyeckme
o4aru Ha nby v B neBon
noAaMblLLEeYHOM o6nacTu

Puc. 4. Ouar cknepoaepmuu
B CTafMM YNNOTHEHUS

C BEHYMKOM runepemum

no nepudepun

TonaHoro ¢akrtopa (P®) — 181 ea/mn (Hopma o 20 ea/mn)
(cm. Tabn.), NoBbILWEHME CbIBOPOTOYHON KOHLEHTPAL MU UMMY-
Horno6ynuHoB (Ig) G go 1280 Mr% (Hopma 823-869 Mr%),
M — no 285 mr% (Hopma 94-100 Mr%), 4TO CBMOETENLCTBO-
Ba/ll0 O BbICOKOW MMMYHONOTMYECKOW aKTUBHOCTU OCHOB-
Horo npouecca. lMNpu oueHKe GYHKUMM BHELIHErO AbIXaHus,
npoBeAeHNN KOMMNbIOTEPHOW TOMOrpadun opraHoB rpyaHOM
KJETKM NaToNorMmn CO CTOPOHbI OPraHOB [bIXaHWS He BbIsB-
neHo. [leBoyke BbINonHeHbl IXO-Kapanorpadus, CyTo4HOe
MoHuTOpupoBaHue IKI no Xontepy — Npu3HaKoB Hapylle-
HUS pUTMa M NopaxeHus cepaua He 6biio. Mpu npoBeae-
HWW PEHTTEHOKOHTPACTHOIO NCCNef0BaHNA BEPXHWUX OTAENOB
ENyO4YHO-KMLLIEYHOro TpaKTa ¢ 6apueM AaHHbIX 3a Nopaxe-
HWe MNuuLeBOda He BbIIBAEHO. Y4MTbiBas AaHHbIE KAUHWUYeE-
CKOW KapTWHbl M NPOBEAEHHOr0 06CNef0BaHMs, BbiCTaBaEH
amnarHo3s: «KOBeHunbHasa cknepogepMus». lopaxKeHne KoxKu
no TUMYy reMucKiepoaepmbl. eBoYKe NPOAOIKEHO fleYeHne
npeaHU3010HOM B 103e 1 Mr/Kr Macchl Tefia B CyT. Y4UTbiBas
ObIcTponporpeccupytollee O6WMPHOE MOParKEHUEe KOMXKHbIX
NOKPOBOB, MAMKUX TKaHen ¢ GopmupoBaHuem prubpo3a noa-
Nexalwmx TKaHerh U yMeHblueHHMEM pa3mepoB JIEBOW HOTMW,
BbICOKME UMMYHOJIOrMYECKME MOKa3aTen akTMBHOCTH 3a60-
NnieBaHus, otcytcTBUe addeKTa OT npedwecTBylolen Tepa-
nun, ¢ 03.11.05 r. HayaTta nynbc-Tepanua uuKnodochamu-
nom B go3e 15 mr/Kr macchbl Tena Ha BBEAEHME MO CXeme
1 pa3 B mec. TakKe nposoaunacb UHOY3MOHHaA Tepanus
npenapatamu, ynydlwaownMmn KpoBoobpalleHue, rMoKo30-
HOBOKaWHOBOW CMECbIO, MEHTOKCUOUNAIMHOM, aKTOBEMMHOM
1 MECTHOE NIeYEHME 04aroB CKNEPOAEPMUM.

Mpv noBTOPHOM rocnuTanM3aumn B aHBape 2006 r. oTme-
YyeHa MoNoXKUTENbHAsA AMHAMKMKaA CO CTOPOHbI KOXHOro npo-
Luecca B BMAE YMEHbLUEHUS MAoWaaM M NAOTHOCTU 04aros,
BO306HOBJ/IEHMS POCTa BOJIOC B O4are MOpParKeHWUs, CHUXKe-
HUS MMMYHONOTMYECKON aKTMBHOCTM (AH® oTpuuateneH,
ypoBeHb P® B cbiBopoTKe KpoBu 80 ea/mn). YuuTbiBas
XOpoLwyto 3GPEKTUBHOCTb, OTCYTCTBME MOOOYHbLIX 3GPEKTOB,
npoaoIKeHa Tepanusa umnknodocdammaom B gose 15 mr/Kr
macchbl Tefnia 1 pa3 B MeC € NMOCTEMEHHbIM CHUXEHWEM [03bl
npegHn3onoHa. NpegHn30noH B 4o3e 1 Mr/Kr B CYT AeBOYKa
nosydyana B TedyeHne 4 mec, K mato 2006 r. fo3a npenapata
CHWeHa fo 0,3 mr/Kkr B cyT. Tepanua uuknodbochammaom
B 0o3e 15 Mr/Kr no cxeme 1 pa3 B mec npoBoansach B Teve-
Hue 1 roja. YuuTbiBasi CTOMKYKO MONIOXKMUTENbHYIO AUHAMUKY
CO CTOPOHblI KOXHOr0 CWMHAPOMA, OTCYTCTBME MNPU3HAKOB
UMMYHONOrM4YeCcKon akTuBHOCTH (AH® 1 PO oTpuuaTenbHbl),
c anpens 2007 . MUBMEHEH pPEXMM BBeAEeHUS UMKIodOoC-
damupa B goze 15 mr/Kr. MHdY3um ctanmn ocywecTBaSTLCA

1 pa3 B 2 mec, ¢ sHBapsa 2008 r.— 1 pa3 B 6 MecC B TOM e
fose. CocTosiHMe NO OCHOBHOMY 3a60fieBaHWI0 OCTaBanocCh
CcTabunbHbIM, 04HaKO PeGEHOK He POC, B CBA3M C YEM C AHBA-
ps no mapt 2008 r. go3a npeaHW3osioHa 6blna CHWUXKEHa
no 2,5 mr/cyt (0,4 mr/kr). Ha doHe CHWXEHWS CyTOYHOWM
[03bl NPeAHU30M10Ha y pebeHKa BO306HOBWACSH POCT. lMpu
o6cnenoBaHuu B HBape 2009 r. KoHCTaTUpoBaHa KIMHUKO-
nabopartopHasa pemuccus; 3a 12 Mec AeBoYKa Bbipocna
Ha 5 cM. BBegeHue unknodpochumnaa npogonkanocob 1 pas
B 6 Mec, 03a NpeaHM30/0Ha cocTaBuna 2,5 mr/cyt. bonbHas
npoAo/MmKana nonyvyaTb npenapatbl, yayywalrowme KpoBooO-
6palleHne, NpoBOAMIACh TaKXKe SloKanbHas Tepanus o4aros
nopaxeHus.

OuyepepHas rocnutanu3aums B peBMaTosorMyeckoe otae-
neHune coctoanacek B utone 2010 r. Mpu ocMoTpe KIMHUYECKUX
NPOSIBNEHUN aKTUBHOCTM 3abofieBaHWs He OOGHapYyXeHo —
KOXHbl€ U3MEHEHWS HAXOAWWCH B CTaAMMU TMNEPNIUTMEHTALIMMK,
oTMeYanacb YMEPEHHO BblpaXKeHHas aTpodus MOANEKaLLMX
TKaHewn, BO306HOBMIICSA POCT BOJIOC, KOXKa XOPOoLLo cobupanach
B CK/1afKy, HOBbIX 04aroB He BbiaBAeHO. OgHaKo npu obene-
[OBaHUM OTMEYEHO MOBbILEHNE MMMYHOMOMMYECKUX NOKa3a-
TeNnen akTMBHOCTM 60ne3Hu (cM. Tabn.). C uenbo npenoTepa-
LleHNss 0BOCTPEHNSI OCHOBHOIO 3ab0/neBaHUs OblI0 NMPUHATO
pelleHne O MOBbIWEHUN A03bl NpeaHn3onoHa o 10 mr/cyt
(0,5 Mr/Kr maccbl Tena B CyT) U Ha3Ha4YeHUU MeTOoTpeKcaTa
B 403e 15 Mr/M2 NOBEpXHOCTU Tena B Hel. 3a Bpemsi npe6bi-
BaHMS B JOMALLHMX YCNOBMSAX COCTOSIHME AEBOYKM OCTaBanoCh
CTabubHbIM, OAHAKO ¢ oKTa6psa 2010 r. Mama cTana otMeyvaTb
NosiIB/IEHNE HOBbIX 04aroB MOPAXKEHUS KOXKM.

OyepegHas rocnuTanusauus B peBMaTONOrMyYecKoe
oTaeneHue coctosnacb B Aekabpe 2010 r. lMpu ocmoTtpe
cocTosiHMe pebeHKa pacLLeHEHO KaK Taenoe 3a cyHeT o6wmp-
HOTO MOPaXKEHUS KOXWU, ABJIEHUK MHTOKCUMKauuu. Cnesa
Ha nvue B obnactm n6a U nepuopbutanbHO, B NE€BOW MOA-
MbIlIEYHON 061acTU BbISIBIEHbl HOBbIE aKTMBHbIE O4aru
CKIEepoAepPMUN B CTaguM MJOTHOrO OTEKa WM TUMNEPEMUU.
Koxka Hag o4aramu nnoxo cobupanacb B CKIafKy, oTMme-
yancs 6necK U HapylweHue pocTa Bonoc. Ha Koxke neBow
NosI0OBMHbI TyN0BULA, IEBOro 6eapa, IEBON rofeHu ¢ nepe-
XOAOM Ha Tblfl CTOMbI YCUANAWUCH IBNEHUS CKNepo3a U aTpo-
dUM KOXKM U NoANIENKalMX MATKMX TKaHen. JleBas HUMKHAS
KOHEeYHOCTb 6blna Kopoye npaBon Ha 1,5 cM, 06beM feBo-
ro 6egpa — MeHblle NpaBoro Ha 2 CM W leBOW rone-
HW — Ha 1,5 cMm. BHOBb nosiBUNOCbL OrpaHuyeHne obbema
[LBWXEHWUN B NIEBOM KOMIEHHOM W FOJIEHOCTOMHOM CycTaBax
(puc. 3, 4). Co CTOPOHbI BHYTPEHHUX OPraHoOB NMpu OCMOTpe
naTonorun He BbiiBNEHO. Mpu o6cnefoBaHUMK CbIBOPOTOY-
HbI ypoBeHb PP coctaBun 480 Ea/mn, AH® hep2-1:320
(cm. Tabn.). Mpu npoBeneHnn 33odaroracTpoayoaeHOCKO-
MU OTMEYEHbl MPU3HAKKU TMMNOTOHUKU NULWEBOAA, Pa3BUTUE
TepMUHaNbHOro asodarurta. IxoKapguorpadus, cytoyHoe
MoHUTOpUpoBaHue IKI no Xontepy, nccnegoBaHune GyHKLMH
BHELWHEro AblXxaHus, KOMMNblOTepHas ToMorpadus opraHos
rPYAHOM KNETKU HE BbIIBUIN U3MEHEHUI, XapaKTEePHbIX AN
CUCTEMHOW CKEpPOAEPMUM.

Y4nuTbiBas KAMHMYECKYIO KapTWUHY (MOSIBNEHWE HOBbIX
04YaroB Ha KOXe fiMua W rpyau, nporpeccvpytowee nopa-
YEHWe NIeBOM HOrM), BbICOKME WUMMYHOJSIOTMYECKME MOKa-
3aTenn, GbICTponporpeccupytollee TeyeHne 3abosnieBaHus,
HE3IDPEKTUBHOCTb MPEALIECTBYIOWEN Tepanuu [NIOKOKOp-
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AXTHOMPOBAHHD,

*Persselin J.E. Diagnosis of Rheumatoid Arthritis: Medical and Laboratory Aspects. // Clinical Orthopaedics and Related Research. — 1991. - Vol. 265. - P. 73-82.

Ma6Tepa® (Putykcumab). PeructpaumoHbiit Homep: 1 N013127/01. JlekapcTBenHas thopma: KOHLEHTPAT AN NPUrOTOBNEHNS pacTeopa Ans uHdy3uid 100 mr/10 mn n 500
mr/50 mn. dapmakoTepanesTMHECKan FPynna: aHTUTena MOHOKNOHabHble. IMMyHONOrMYECcKNe CBOICTBA: PUTYKCMMAO — XUMEPHOE MOHOKNOHANbHOE aHTUTENO, KOTOpOe
cneundm4ecki Cea3bIBaeTCA C TpaHCMeMOpaHHbIM aHTUreHom CD20, pacnonoxeHHbIM Ha B-numdouuTax. Mokasanna: peBMaTonaHbIi apTpuT (akTeHas Jopma) y B3pOCHbIX
B KOMOWHAUMM C METOTPEKCATOM NPW HenepeHOCUMOCTY UMK HeaflekKBaTHOM OTBETE HA TeKyLUME PeXUMbI Tepanun, BKIKOYAKOLLME OANH Unn 6onee MHIMGUTOPOB (hakTopa
Hekposa onyxonei (PHO-a). MpoTMBONOKa3aHUA: TMNEpPYYBCTBUTENBHOCT K PUTYKCUMAGy, N060MY KOMMOHEHTY npenapara unin K 6enkam MbILLW; 0CTPble MH(EKLMOHHbIE
3a607eBaHNS; BbIPOKEHHbIA NEPBUYHbIA MW BTOPUYHbIA UMMYHOAEULMUT. CNOco6 npuMeHenus u Ro3bl: nepsoHaqansHas Tepamus: 1000 Mr B/B kanenbHO, MeLNIEHHO, Yepes
30 muH nocne B/B BBeAeHNs MeTunnpegHu3onoHa 100 mr, 1 pa3 B 2 Heaenu, Kypc - 2 UHAY3UW; MOBTOPHOE NPUMEHeHNe: BOSMOXHO Yepe3 6-12 mecsues u 6onee nocne
nepsoro kypca Tepanuu; 1000 mr 1 pa3 B 2 Heaenu, Kypc - 2 uHdby3uu. YenoBus xpaHeHnus: npu temnepartype 2-8°C B 3aLiNLLIEHHOM OT CBETA U HEJOCTYNHOM ANns AeTei MecTe.
Noppo6Has MHGhOPMALUA U3NOXKEHA B MHCTPYKLWM NO MEAULMHCKOMY NPUMEHEHUIO npenapaTa Ma6Tepa®.

3A0 «Pow-Mocksa»
OdbuumanbHbIi AUCTPUGBLIOTOP

® «®.XocbcpmaHH-J1a Pows Jita.» (LBenuapus)
A E ’ EPA Poccus, 107031 r. Mockea
Tpy6Has nnowapab, Aom 2
PUTYKCUIMAB BusHec-ueHTp «HernuHuHasa Mnasa» @
B-KIETOYHAS TEPAMMS. CEPOMNOSUTUBHBIV PE3YJILTAT. Ten.: +7 (495) 229-29-99
®dakc: +7 (495) 229-79-99
www.roche.ru
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Puc. 5. bonbHas A. Hepes
24 mec Tepanuun putykcumabom

TUKOMaamu, uuknodocoda-
MWOOM, MEeTOTpeKcaToM,
BbICOKYI0O 3dPEKTUBHOCTb
pUTYKCMMaba y B3POCIbIX
60/IbHbIX CKJIEPOAEPMUEN,
OblI0 MPUHATO peleHne
O TMNpOBEAEHUN pPEBEHKY
aHTK-B-KneTto4yHoM Tepanuu
npenapatom puUTyKcumab
(Ma6Tepa, P. XobdpmaHH-
Na Pow J1a., Weenuapus)
B f03e 375 Mr/M2 nosepx-
HOCTM Tena Ha BBeAeHue
no cxeme 1 pa3 B Hepj
B TeyeHne 4 nocneposa-
TenbHbIX Hen. [penapart
npeaBapuTenbHO PasBOAM-
M B UHOY3MOHHOM naKoHe CTepPUSbHbIM, anMpPOreHHbIM
0,9% BOAHLIM pPacTBOPOM HaTpUs XJopuaa OO0 KOHLEHTpa-
umMn 2,5 Mr/mi; BBOAWIN KanesbHO C HavyalbHOM CKOPOCTbIO
MHOY3MKM Npu nepBom BBeaeHun 50 Mr/4 ¢ NOCTEMNEHHbIM
yBenunyeHnem Ha 50 mr/4 Kaxable 30 MUH (MaKcuManbHas
cKkopoctb 400 mr/4). HasHavyeHne npenaparta O6bi10 040-
6peHo JloKanbHbIM 3TUYECKMM KOMUTETOM HayyHoro ueHTpa

Puc. 6. Cknepogepmmnyeckoe nopaxeHne Koxu 1 noanexalymx
TKaHen NeBomn Horn B ctaguu atpoduun, aucxpoMmun. CoxpaHseTcs
yMeHbLleHe o6beMa 6eapa U roneHu

Puc. 7. YMeHblUeHWe NI0THOCTU OTEKa U CKIIePOTUYECKUX
M3MeHeHUIn. Koxa XopoLlo cobupaeTtcs B CKIaAKy

300poBbs geten PAMH. Poautenu nognucann MHGOPMUPO-
BaHHOE corflacue Ha NnpuMeHeHne npenaparta.

Bo Bpemsa WMHOY3MM pUTyKCMMaba MOOGOYHbIX pPeaKLun
He 6b1510. Kpome Toro, 60/1bHOM NPOBOANNOCE BHYTPUBEHHOE
BBEJEHNE aKTOBErnHa, NEeHTOKCUUAINHA, MECTHOe feye-
HWE 04aroB NMOPaXKEHUS KOXMK.

AHanu3 TeMnoB pa3BuTus addeKTa putyKcMmaba rnoka-
3an, 4To K 4-1 Hepa nocne NepBoro BBeAeHUs AeBOYKa CTa-
Na 60/5iee aKTMBHOM, KYNMMPOBaIUCb CUMMNTOMbl MHTOKCHKa-
LMK, 3HAYUTENbHO YMEHbLIMANCH SIBAEHUS MIIOTHOrO OTeKa
M runepemMnn o4varos (puc. 5—8). CbiIBOPOTOYHbIK YPOBEHb
P® coxpaHsnca npextHum u coctaBun 180 Ep/n, aHTu-
fiepHble aHTUTeNa He BbIABASAAMCL. Ha MOMEHT BbIMWUCKM
U3 OTAENEeHMS COCTOSHWE AEBOYKM pacLLEHEHO KaK yaoBneT-
BOPUTENbHOE, NPOLOSIKEHO SleYeHe METOTPEKCATOM B A03e
15 Mr/M2 NOBEPXHOCTU TeNa B Hefd U NPeaHn30/10HOM, A03a
KOTOPOro nocteneHHo 6blia CHUXeHa ao 2,5 mr (0,1 mr/Kr
Macchbl Tefa B CyT).

Yepes 24 Hep OeBOYKa CHOBa rocnuTanM3vpoBaHa
B K/IMHUKY C LeNbtlo NPOBEAEHUS KOHTPONbHOMO 06cneaoBa-
HWS M NOBTOPHOIO Kypca Tepanuu putyKcumabom. 3a Bpems
npebbiBaHNa AoMa pebeHOK oAHOKpaTHO nepeHec OPU,
o060CcTpeHuns 3aboneBaHns He 6bin0. 3a 24 Hea HabnoaeHUs
[eBOYKa npubaBuia B Bece 2 Kr 1 Bbipocna Ha 6 cMm.

Mpn NocTynneHnn CcOCTOSHME OblN0 pacLEHEHO KaK
yaoBsnetBopuTtenbHoe. [leBoyka Oblla aKTUMBHa, 4YyBCTBO-
Bana cebsa xopowo. lNpn obcnegoBaHMM HOBbIX 04aroB
CK/IepoaepMUU MPU3HAKOB aKTUBHOCTU «CTapbiX» O4aroB
M MOPaXKEHUs BHYTPEHHWX OPraHoB BbISIBAEHO He 6blo.
OTMeYanocb yMeHbLUEeHWE NMAOTHOCTU KOXKU U MATKMX TKaHew
neBoro 6edpa v roseHu, BOCCTaHOBUIICS 00beM ABUXKEHUM
B KOJIEHHOM W TrONEHOCTOMHOM cycTaBax. JlabopaTopHble
nokazatenu P® n AH® 6binn B npeaenax HopMasbHbIX
3HavyeHun. [nsa nopgepraHus pemuccun 3aboneBaHus
nauneHTKe NpoBedeH BTOPOMN KYPC NeYeHUs pUTyKcnumabom
B go3e 375 Mr/M2 noBepxHOCTM Tena Ha BBedeHue 1 pa3
B Hea no cxeme O—-2 Hea. Nepen BBegeHWeM npenapara npe-
MeanKaLuus rMIOKOKOPTUKOMAaMK He npoBoaunack. Peakumm
Ha MHOY3UID He oTMeYvanocb. COCTOSHWE MPU BbIMUCKE oLe-
HMBaNOCb KaK yaoBNETBOPUTENLHOE.

AHanu3 BAUSHUA pUTYKCMMaba Ha B KneTku nokasan, 4to
00 Hadana Tepanuu gons CD19+ B numdouMToB B KpoBHM
cocTtaBnsina 8% ot obuero yucna aumooumTtos, CD20+ —

Puc. 8. Oyar cknepogepmuu B ctaauv agucxpomun. OTcyTcTeume
6necKa, atpodua nognexalmx TKaHen

-




18% (Hopma 6-23%, No AaHHbIM KNMHUKO-reMaTON0rMYeCcKon
na6opatopumn HU3A PAMH). Yepes 4 Hep nocne nepsow
MHPY3UKN pUTYKCUMaba OTMeYeHa NpaKTUYeCKM NoHas anu-
MWHaUMSA AaHHbIX nonynauui B numdountoB M3 nepudepu-
YEeCKOro KpoBOTOKa (eAMHUYHbIE KNETKK). KO BTOpOMY Kypcy
BBeeHUs npenapata (Yepeld 24 Hen nocrne nNepBoro Bae-
neHuns) cogepxaHme CD19+ n CD20+ numdouMTOB KPOoBU
noBbicnNock 4o 3 n 5%, COOTBETCTBEHHO.

AHann3 Noy4YeHHbIX AaHHbIX NOKa3as, YTO MPaKTUYECKH
nonHoe otcyrcteue CD19+ n CD20+ B KneToK B nepudepu-
YEeCKOM KPOBM KOPPENUPOBANO CO 3HAYUTENbHbLIM Yy4LUEeHK-
€M KaK KJIMHMYECKOro COCTOSAHUSA NaLMeHTa, TaK U BblpayKeH-
HbIM CHUXEeHWEeM nabopaTOpHbIX MOKa3aTeNnen aKTUBHOCTH
60/1€e3HM. A NOBbILEHNE MX JONM ABAANOCH MOKa3aHUEM AN1s
NpPoBeAeHNs MOBTOPHOIO Kypca fle4eHUs PUTYKCHMabom.
3a Bpems nocnegywollero HabnwogeHus (52 Hen) y AeBou-
KW coxpaHsnacb peMuccus 3aboneBaHUs, HexenaTenbHbIX
ABNEHUN Ha GOHe Tepanuu He oTMeYanoch.

3AKJ/IIOMEHME

MpeacraBneHHbIM KIMHUYECKUI Clyd4an OEMOHCTPUPYET
TSXKEN0e Nporpeccupytollee Te4eHne HHOLWECKOM CKNepo-
AEPMUK, XapaKTepuaytolleecs pacnpoCcTpaHeHHbIM nopaxe-

CMUCOK JIUTEPATYPbI

1. TyceBa H.T. CucteMHas ckiepoaepMusa U NceBAOCKIEpPOoAEPMU-
yecKkue cuHapombl. M.: MeguuymHa. 1993. C. 267

2. Zulian F. Systemic sclerosis and localized scleroderma in
childhood. Rheummatic Diseas Clinics of North America. 2008; 34:
239-255.

3. ZulianF,, Avcin T. et al. The juvenile scleroderma international
database: an instrument for improving research and standard of
care in rare disease of childhood. Ann. of the Rheumatic Disease.
2007; 66 (11): 230.

4. Martini G., Foelvari I., Russo R. et al. Systemic sclerosis in
childhood: clinical and epidemiological features in 750 children. An.
International study. J. Rheumatol. 2006; 45: 614-620.

5. CrpykoB A.U., bernapsiH A.T. MaTonorMyeckas aHatomusi U nato-
reHes KosinareHoBbIx 6one3Hen. M.: MeauumHa. 1963. C. 217-248.
6. CurmnaunH A.A., Iycea H.I., BaHoB M. M. Anddy3Hble 601e3HU
COeAMHUTENbHOM TKaHW. PykoBoACTBO Ans Bpayven. M.: MeauumnHa.
2004. C. 341-348.

7. Bbicoukun 4. CucteMHas M o4aroBas cknepogepmus. JI.:
MeanumHa. 1971. C. 236.

8. YBapoBa H.H. KnuHunyeckas KapTuHa W Te4YeHUe CUCTEMHOM
cKnepogepmun y aeten. ABtoped. Auc. ... AOKT. Mej. HayK. MocKBa.
1989.

9. Sakkas L.l., Platsoucas C.D. Is systemic sclerosis an antigen-
driven T cells diseases? Arthritis Rheum. 1992; 50: 1721-1133.
10. Abraham D.J., Varga J. Scleroderma: from cell and molecular
mechanism to disease models. Trends immunol. 2005; 26:
587-595.

11. Prescot R.J. et al. Sequencial dermal microvascular and
perivascular changes in the development of scleroderma. J. Pathol.
1992; 166: 255-263.

12. Skaas L.I. et al. Increased levels of alternatively spliced inter-
leukin 4 (IL4) transcripts in peripheral blood mononuclear cells from
patients with systemic sclerosis. Clin. Diagn. Lab. Immunol. 1999;
6: 660-664.

13. Mavali C. et al. Type 2 helper T-cell predominance and high
CD30 expression in systemic sclerosis. Am. J. Pathol. 1997; 151:
1751-1758.

14. Chizollini C. et al. Systemic sclerosis Th2 cells inhibit collagen
production in dermal fibroblasts via membrane-associated tumor
necrosis factor alpha. Arthritis Rheum. 2003; 48: 2593-2604.

HUEM KOXXM, NoanerKallmx TKaHen, BblpaxKeHHOW MHBaNuau-
3aumen pebeHKa, CBA3aHHOM C YKOPOYEHUEM JIEBOMN HUKHEN
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AKTMBHOCTb KOXHOM0 CMHApPOMa, 06EeCcneyunsio CHWKeHue
M HOpManu3aumto UMMYHONOMMYECKUX MOKasaTenemn, cno-
Cco6CTBOBAsIO NPEOA0NEHNIO TOPMOHO3aBUCUMOCTU. AHaN13
MaTepuanoB MNPUBEAEHHOMO BbIWE KIMHWYECKOro cny4yas
CBUIETENbCTBYET O BbICOKON 3PPEKTUBHOCTU, AOCTaATOY-
HOM 6€e30NacHOCTU XMMePHbIX aHTUCD20 MOHOKIOHANbHbIX
aHTUTEN — pPUTYKCMMaba — MNpu NeYeHUn OeTen C HoLlle-
CKOW cKnepogepmuen. MpenapaT vHAyuupoBan pasBuTHe
pEMUCCHM Y TAXKENOro 601bHOI0, PE3UCTEHTHOIO K TEpanuu
TNIOKOKOPTUKONAAMKN M UUTOCTaTMKamu. CrnegoBaTtenbHo,
pUTYKCMMab MoxKeT OblTb npenapaToM Bblbopa y AeTew
C IOHOLLECKOWN cKepoaepMuen B cnydyae HeaddEKTUBHOCTH
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