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Jlano nepeoe 6 Poccuu demanvhoe onucanue npumeHeHus pumykcumada 6 neveHuu nayueHmKy ¢ GHMUCUHMemAasHsiM CUHOPOMOM U NO-
AUMUOZUMOM. YUUmbleds: ocmpoe Ha4ano 3a604e6anus ¢ ObICMPONPOPeCcCUPyIOUUM UHMEPCMULUANLHBIM ROPANCEHUEM Ne2KUX, HeB03-
MOJNCHOCMU CIAHOAPMHOU Mepaniu 8bicCOKUMU 003AMU 2AIOKOKOPMUKOCMEPOUO08 U3-3a CONYMCMEYoueli Namoao2ul ¢ 8blCOKUMU 003a-
Mu yuknogocpana, k nevenuro 6vi1 nodkaiover pumykcumao (mabmepa). Ha gpone mepanuu y 6046HOl ommevena npaKmuvecku noaHas
HOPMAAU3AUUS UBSMEHEHUL] 8 Ne2KUX, HOPMAAU3AYUUsL MbIUEHHOL CUAbL, a makice bonee uem 4-Kpamuoe cHUMCceHue yposHs aHmu-Jo- 1-anmu-
mean. Jleuenue pumykcumabom npouino 6e3 ocaoxcHeHui u nobouHwix 3pgpexmos. Ilpedcmasnennulii cayuaii conocmaeéner ¢ OQHHbIMU AU~
mepamypul U 0eMOHCIMPUPYem NOAOICUMENbHBLIL IPPeKm npUMEeHeHUs pUMYKCUMada 6 KOMOUHAUUU C 8bICOKUMU 003aMuU YuKaopochana
6 1eueHUU 0CMP020 AHMUCUHMEMAa3H020 cuHOpoma. Onvim UcnoAb308aHUS PUMYKCUMAOA CONOCMABASIEMCS ¢ OAHHbIMU AUMEPAMypbl.

Karouesvte croea: anmucurnmemasoiii CLIHapOM, 80CHANUMENbHAS UOUONAMUHECKAS muonamus, NOAUMUO3IUM, 0epMam0MLto3um, pblmleCllMaﬁ

Experience of polymyositis and antisynthetase syndrome treatment with rituximab
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The patient with polymyositis and antisynthetase syndrome treated with rituximab (Mabtera) is described. Rituximab was added to the
high-dose cyclophosphamide therapy due to an acute onset of the disease with a highly progressive interstitial lung disease and inability
of the high-dose corticosteroids therapy because of comorbidity. There was almost complete normalization of pulmonary and muscular
pathological changes with more than 4-fold decrease of anti-Jo- I antibodies on the treatment. No complications and no side effects during
rituximab therapy were noted. This case report demonstrates the positive effect of rituximab in combination with high-dose cyclophospha-
mide in the treatment of acute AS syndrome. The results published in literature are discussed.
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BocnamurenbHble MOMONAaTUYeCKMe 3a0ojieBaHUs  Tabmmua 1. Ocrosnbie kaunuueckue nposenenus ACC,
MBILLIL] COCTABIISIIOT TPYIIITY TETEPOreHHbIX AyTOMMMYHHBIX /10 0ty aumepamypet [1, 3, 4]
COCTOSTHMI HEM3BECTHOM 3TUOJIOTUH, CPEIN KOTOPHIX OC-

HOBHO€ MecTO 3aHuMaloT noaumuo3ut (IIM) u nepmaro- Kaunnueckue nposisiienus
muo3ut (JIM). Exxeronto BoisiBisieTcs 2—10 HOBBIX ClTyJacB
IIM/IM Ha 1 MJIH, B TO BpeMs KaK M3 BCeil MOMYIISLINT

PacnpocrpanenHocTs
nposiBJIeHnii, %

BocnanurenbHoe TIOPpaXK€HUE CKEJIETHBIX

o >90
BBISIBJICHHBIX caydaeB [IM//IM aHTUCHHTETa3HBIA CMHO-  MbILIL (MUO3KT) ?
poMm (ACC) obHapyxuBaetcs y 20—30 % nauueHToB. 3a60-
JIeBaHUE TI0PAaXaeT B OCHOBHOM B3POCJIbIX, XXECHIIWHBI WnrepcTuimanbHoe 3a00/IeBaHUE JISTKHX <60
6onerot vame myx4yuH (2—3:1 coorBerctBeHHO). ACC —
<

DPEJIKOE XPOHUUECKOE ayTOMMMYHHOE 3a60/eBaHue, Takke ~ *PTPUT =
HEYCTAaHOBJICHHOM STHOJIOTUM, SIBIISIONICECS OTHUM W3 )

. CuHapom PeitHo <40
TSDKEJTBIX BAPMAHTOB TEUCHUS BOCTIAINTETHON MUOIIATUN
(ITM u pexe JIM). ACC xapakTepu3yeTcs HUTMIUEM aHTH - e ore <20
ten K amuHoam-TPHK -cuHTeTa3am (B mepBylo odepenb
antu-Jo-1) [1-5] ¥ KIMHUYECKON KAPTUHOM CUCTEMHOTO  (Pyka MeXaHHKa» — IIe/yIeHUE <30

mopaxenus. [1o TaHHBIM JIUTEPATYPHI, IPEACTABICHHOCTh 1 TPELMHBI KOXM KOHYMKOB NAIBLEB PyK
pa3HbIX MPOSIBJICHUI 3a00JIeBaHMS 10 OpraHaM U CUCTe-

MaM BapbupyerT (Ta6u. 1) [1, 3, 4], uto onpenensier mupo-  OCTPOE Haao Goestn <80
Kuii criektp auddepeHIaIbHOro IMarHo3a, YacTo 3aTpy/-
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HSIS ¥ yBenmumBas cpok BeIsiBJIeHNST ACC 1, COOTBETCT-
BEHHO, Ha3HAYCHUSI COOTBETCTBYIOIIEH CICIIM(UICCKOM
TepaImmu.

B 2011 r. J. Solomon 1 coaBT. [3] mpemIoKUIN TIpe-
BaputesnbHbIe KpuTepun ACC, yIUTHIBaOIINE HaIUINe
antures Kk ammHoauuia-TPHK-cuHTeTazam B couetaHuu
¢ 2 0ONBIIMMHU WK 1 GOJIBIIMM U 2 MaJIBIMU KPUTEPUSIMU.

bBoavwue kpumepuu

1. MHTepcTuimanbHoe TopaxkeHue JIeTKuX (He CBSI-
3aHHOE C BJIMSIHUEM OKPYXarollieil cpeasl, mpodeccuo-
HaJIbHO AESITeTbHOCTHIO, IPUEMOM JIEKAPCTB MU IPYTUX
3a00J1eBaHNIA).

2. [TonMMuUO3NUT UMK JePMATOMUO3UT IO KPUTEPUSIM
Bohan u Peter [1].

Maavie kpumepuu

1. ApTpurt.

2. ®enomeH PeitHo.

3. «Pyka MexaHUKa».

Aytoaaturena mpu ACC OTHOCSTCSI K MUO3UTCIICIIM -
(GUIHBIM aHTUTENIaM, IEHCTBYIOIINM ITPEUMYIIIECTBEHHO
npoTuB aMrMHoauua-TPHK-cruHTeTas — nuroriamaruyec-
KX (DepMEHTOB, YYACTBYIOIIINX B CHHTe3¢ Ociika B (hase
TPaHCIISILIAN, KOTOPBIE KaTaIM3UPYIOT 00pa30BaHIE aMIHO-
amna-TPHK-koMmiekca m3 ornpeaeieHHOM aMUHOKUCIOTHI
u cootBeTcTByIomei et TPHK. Omanmu 3 Hamnboee n3y-
YEHHBIX U PACIIPOCTPaHEeHHbIX aHTUTEN (10 75 % Bcex ciy-
yaeB aHTUCHUHTETA3HBIX aHTHUTEN) SIBISIOTCS aHTH-Jo-1,
AHTUTEHOM 11 KOTOPBIX CIYXXUT rtuctuanmi-TPHK-cunTeTa-
3a. Ix oOHapyxeHue y 00JbHBIX UANONAaTUIECKUMUI BOCIIA-
JrerbHeIMI Muoriatusivu (ITM/JIM) paccMaTprBaroOT Kak
MPEIVKTOP Pa3BUTUS UHTEPCTULMAIBHOTO MTOPAXKEHUS JIeT-
kux. OTIcaHHbIC aHTUTE 1A OBUIM OTKPHITHI TIEPBBIMHU, U CE-
TOIHS B OOJBIIMHCTBE JTA00PATOPHii UMEHHO WX BBISIBIISTIOT
CTaHIAPTHBIMM MeTOaMKaMi (MMMyHOMEPMEHTHBI aHa-
m3 — U®A). CymiecTByIOT U Opyrue, MeHee M3yIeHHBIC
aHTHCHUHTETa3HBIC aHTWTENIA, KaK, HampuMmep, aHTH-PL-7
(x Tpeonmn-TPHK-cunTeTase) wm aatu-PL-12 (x ama-
Hui-TPHK-cuHTeTaze) u ap. M3BecTHO, 4TO y MalIMEHTOB
¢ aHTu-PL-7-aATHTEIaAMI penKo BCTpedaeTcsT ITOpaskeHe
MBIIIII, TIPA TOM YTO TOCTATOYHO YAaCTO OTMEYAETCS] CUMMET-
PWYHBIN MIOJTMAPTPUT, a TIPU HaTMImu aHTu-PL-12-anTuTen
YacTO OOHAPYKMBAIOTCS JISTOYHAST TUTIEPTEH3MS, TTOpaXe-
HMe TieBoaa u cuHapoM Peiino [1, 3, 6].

Hecmotpst Ha 1O, uro ACC 06BUT BIEepBbIE OIMMCAH
y 6osbHBIX [IM 1 JIM, y O0JbIIMHCTBA MTALIMEHTOB 3200-
JIeBaHME IEOIOTUPYET HE C MBIIIICYHBIX CUMITTOMOB, a C MH-
TEPCTUIIMATILHOTO TTOPaXKEHMSI JIETKIUX, KOTOPOE B IOJIO-
BHMHE CJTy4aeB TOPIHUIHO K «30JIOTOMY CTAHIAPTY» TeParun
IIM/IM BBICOKMMH I0O3aMU TTIOKOKOPTHKOCTEPOUIOB
(I'KC). B psne ciryuaeB ymaetcst moonthest pemuccu ACC
MOHO- WJIM KOMOMHUPOBAHHOM Tepamnueil MMTOCTaThKAa-
MM, B TIEPBYIO o4depenb HNKIodpocdaHoM, pexke a3aTHOII-
PUHOM, IIUKJIOCIIOPMHOM, TAKPOJIUMYCOM, a TaKKe BHYT-
PUBEHHBIM MMMYHoTJoOyanHOM [1,4]. HecmoTpst Ha

MPOBOAMMYIO Tepanuio y 9—-25 % malreHTOB OTMevaeTCs
PE3UCTEHTHOCTh WM HE3HAYUTETbHBIN 3 DexT neueHus,
C TIPEUMYIIECTBEHHBIM TPOTPECCUPOBAHUEM JIETOUHOM
MaTOJIOTUY Y PA3BUTHEM JbIXaTeJIbHON HEJOCTATOYHOCTH,
SIBJISTIONIIENICST OMHOM M3 OCHOBHBIX MPUYUH CMEPTU TIPU
maHHOM 3aboseBaHuu [4, 7]. K HacTosmeMy BpeMeHU
B MHpPE WMEETCSI TOJIOXKUTENbHBIA OMBIT MPUMEHEHUSI
putykcnmaba (MabTepa) — OMOJIOTMIECKOTO areHTa W3
MOHOKJIOHAJTbHBIX XUMepHbIX aHnTtuten K CD20+-anTture-
Hy B-muMdonuToB, — B JIe4eHUN TaKNX PEBMATUIECKHIX
3a001eBaHMI, KaK PeBMATOWTHBIN apTPUT, CUCTEMHAasi
KpacHast BOJIYaHKA, BACKYJUTHI U UAMOMATUYECKUE BOC-
MMaJTMTeJIbHBIE MUOTIATAN, 1 OCOOEHHO B CITydyasix ¢ HeOJia-
TONPUATHBIM TIporHo3oM. Yxke B 2005—2006 rr. Oblin
TPEATIPUHSTHI TIEPBBIE TTOTIBITKYA UCTIONb30BaHUS TIperia-
pata ripu ACC [8—10]. YuurtsIiBasg BaXKHOCTb HAKOTIIEHUS
omnbiTa JedyeHnst ACC ¢ UCToNib30BaHNEM PUTyKcuMaoa,
KaXIblii ciydaii TpeOyeT OTHETbHOTO PAacCMOTPEHWUS.
Hwxe mpuBonutcst onmmcaHue yCIEITHOTO TTPUMEHEHUS
puTyKcumaba B KayecTBe KOMOWHWPOBAHHOW Tepanuu
¢ nuknodocdanom y 6onpHoi ACC.

Ilayuenmxa C., 38 nem, obpamunace 6 2012 2. 6 OI'BY
«HUH peemamonoeuu» PAMH c scarobamu va ymepeHuyo
caabocmo moiuy, 6edep, mpyonocmu npu nodseme no Aecm-
HUuye u npucedaHuu, a Maxdice YMpPeHHIOW CKOBAHHOCHb
8 Kucmsix.

Sabonena 6 dexabpe 2011 e., kKoeda énepavie NOABUNUCH
0016 U NPUNYXAOCIb MEAKUX CYCMAB08 Kucmell ¢ ympeHHell
CKOBAHHOCMbIO OAUMEAbHOCMbIO O0Aee Haca, CyXocmby U mpe-
WUHBI HA KOoXce OUCMANbHLIX (harane Kucmeil, 00biuiKa.
C 6 ansaps 2012 e. npucoedununace auxopadxa do 39 °C.
19.01.2012 60abHas Obina 2ochumanu3upoeana 8 CMayuoHap
2. Mockebl 6 cesa3u ¢ 60aamu U NPUNYXA0CMBIO CYCMABO8
Kucmeit, (peOpunbHO AUXOPAOKOIL, 00bIUKOLU NPU YMEPEHHOU
guzuueckoil Haepyske, cepoyebueruem, caAadboCmoio NPOKCU-
ManbHuIX Mbluy 6edep (He mo2na NOOHUMAMbC NO AeCH-
nuye). IIpu ocmompe: cocmosinue cpedneii msaxjcecmu, mem-
nepamypa meaa — 37,8 °C, apmpumoel MeAKux cycmasos
Kucmeil, ny4e3ansicmHuix cycmasos, cunopom Peiino. Ocra6-
JNeHHOe 8e3UKYASIPHOe ObIXAHUE C KPenUMUPYIOUWUMU XPUNAMU
cnpasa, wacmoma dvixamenvuuix osuxceruil (411) 18/mun.
Cepdeurbie moHbl npUAYUEHbL, DUMMUYHbLE, 4ACIOMA cep-
deunvix coxpawenuit (4CC) 100/mun, apmepuanvroe das-
aenue (AN]) 130/90 mm pm. cm. Ilo ocmanshbim cucmemam —
0e3 namosnoeuu. JlanHsie 1a60paAmMopHbIX UCCAE008AHULL NPU
nocmynaenuu: netikoyumos (17,7-21,7 moic/mMKa) co cosu-
20M 61e60 (nanrouxosideproie aeiikoyumst — 10 %, ceemenmo-
sa0eprvie — 80 %), yckoperue cKopocmu 0Cceo0anust 3pumpo-
yumoe (COB) do 26 mm/4, nosvluerue C-peakmugroeo beaka
(CPE) 0o 52,6-36,1 me/a (N 0o 5,0), nosviuierue mparncamu-
Ha3z (aranunamunompancgepasza 56,6 Ed/a (N oo 40), acnap-
mamamunompancgepaza 96,3 Ed/a (N do 40), entokozet —
7,8 mmons/n (N do 6,4), nosviuienue ecex 2100yAUHOBbIX
@paxyuii 6eaxa ol — 4,2% (N 1,0-2,0), o2 — 12,8%
(N 50-80), pl — 7,9% (N 4,0-6,0), p2 — 5,5%
(N 1,0~4,0), y-enobyaunoe — 15,5 % (N 6,0~12,0). Peema-
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[Munamuxa usmernenus 6 aeckux y nayuenmiu ¢ ACC no dannvim KT opeanog epyoroii kaemku: a — 0o aeueHus; 6 — uepe3 I mec nocae neverus

moudHnwtii pakmop (PD), aumucmpenmonuzur O u aHMuHyK -
aeapuviit pakmop (AHD), yposers 2opmor08 uwjumosuoHol
Jceneszol U MUPeoOmponHblil 2OpMOH — 8 npedenax HOpMbl.
Ananuzet va HBsAg u aumu-HCV ompuyamenvroie. bakme-
puosouMecKuil noceg Kpogu, mMouu, omaoensemozo u3 3eéa
pocma mukpogaopsr ne daar. Ha penmeenoepamme opearnos
2pyOHOIl KaemKu — 0002aueHue 1e204H020 PUCYHKA 34 cHem
UHMEPCMULUANLHOR0 KOMNOHEHMA 8 HUMICHUX Omdenax nee-
KUX, Cnpasa Heav3s UCKAYUMb eOUHUUHbIE 04a208ble MEeHU.
Tlpu nocaedyrouem npogederuu MyabmucnUpatbHOU KOMNbIO-
meproit momoepaguu (MCKT) 6bira 6visénena xapmuua
UHMePCMULUANbHO20 NHeeMoHuma (puc. a, maéba. 2). Jlanuvie
anekmpokapouoepaghuu: maxuxapous 110/mun u ncenydou-
K08asi 2Kcmpacucmonus; IxXxokapouozpaguu: npoaanc mum-

panvhoeo Kaanana I cmenenu, npusHakoe necouHoll eunep-
men3uu Hem. Yavmpaseykosoe uccredosanue (Y3H) opearnos
OPIOWHOL NOAOCMU U MAN020 MA3A: YMePeHHAs cenamomead-
Aus (3a cuem npagoil 0oau neuenu); KarbKyne3Hvlil Xoreylc-
mum ene obocmpenus. Hccaedosanue yposreil kpeamutgpoc-
gokunazel (KOK) u rakmamoeeudpoeenasvt (JLII) evisisuno
3HauUmMenvHoe nogulileHue nokazamenei (maoa. 3). Bnepsvie
makoice 6bin 8bis6AeH caxapHblii duabem 2-eo muna é ¢hase
cyOKoMneHcayuu, 8 c6éa3U ¢ ueM ObiLla HA3HAYEHA caxapo-
CHudIcarowas mepanus: ouabemon 30 me/cym u UHCYAUH
Kopomkoeo deiicmeus ¢ Hopmaau3ayueil ypoeHs caxapa
kposu. Ilepsonauanvro, do onpedenernus yposus KOK u JUIT,
a makice ompuyamensbHoix pe3yibmamos baKmepuosoeuyec-
KUX nocegos, 6bii npednonodicer OuazHo3 NHeGMOHUU, 8 C853U

Tadmuna 2. JJunamuka uncmpymeHmanbHuix noKasamenell Ha Qone Aeuenus pumyKcumadom u YuKAopocehanom

Mertoxa oo Yepes 1 mec nociie Kypca puTykcumaoa

HCCJIeIOBAHUS u muKiaodochana
HepaBHOMepHOE CHUXEHUE MTPO3PaYHOCTH JIETOYHOM TKAHU, IPEUMY-  3HAYMTeIbHAsI TIOJOXUTEIbHAS IMHAMUKA,
IIECTBEHHO HUXHUX J0JIEH JISTKUX U CPEIHEN JI0JIU MPABOTO JIETKOTO COXPaHSIIOTCS JIMIIb HEGOJIBIINE HEXHBIE

MCKT OTK C HATMUUEM YUACTKOB MOHIXCHMUs PO3PATHOCTH 11O THITY «MATOBOTO  YIACTKH MOHIKEHIs IPO3PATHOCTH JIETOYHOIA
CTeKJIa», YCUJIEHUE NHTEPCTUIIMAILHOTO JISTOYHOTO PUCYHKA B YKa3aH-  TKaHU MPEUMYIIECTBEHHO B HUXKHE 10J1e
HBIX JIOJISIX, B GOJIbILEN CTEMEHHM 3a CYET HEPABHOMEPHOTO YTOJIIEHUSI  JIEBOTO JIETKOTO.
MEXIOJILKOBBIX ITEPETOPOIOK
KEJ 81,3 % 2N SR 5
ODB, 91,6 % ORete, S8

OB/T 120 DXKEIT 93,8 %

®XKEI 83,0 % DLCO-
DLCO 49.7 % HCCIIeI0BaHNE HE MPOBOIMIOCH

[pokcuMasbHbIE MBIIIIIBI PYK M HOT: CHUXEHUE CPEIHEN JTUTE b
Hoctu ¥ ammatyabl [TE, ysennuenue yncia nonudasHbix [IAE no
20-45%; cniontanHast aktuBHOCTH (1D u [TOB cpenHeit 1 Maoi BbI-
paxeHHoctu, CPBY). U3MeHeHUsT COOTBETCTBYIOT CTEIIEHM CHUXKEHUS

Hronpuaras DMIT

CUJIBI UCCIICAOBAHHBIX MBIIIILL

10 TEXHUYECKUM IMMPpUYNHaAM

3HaYMMO€ YBEJIUUEHUE CPENHEN ITUTETbHOCTH
u amruiutyasl [TE (10 HopMbI); moiudasus
ITIE 30—45 %. CrioHTaHHOM aKTUBHOCTH HET.
M3MeHeHMsI COOTBETCTBYIOT BOCCTAHOBJICHUIO
MBIIIEYHOM CHIIBI IO CYOBEKTUBHOM HOPMBI

Ilpumenanue. OI'K — opeannt epyonoii knemku; DB — ¢hynkyus enewireeo ovixanus; XEJI — xcusnennas emxocms neekux; ODPB — o6sem ghopcuposar-
Ho20 6bix00a 3a nepsyio cekyndy; ODXKEJI — gopcuposannas scuznennas emxocms aeekux; DLCO — dugpgy3uonnas cnocooHocmy aeeKux no MOHOOKCUOY
yenepoda (CO); DMT — snexmpomuoepaghus; [P — nomenyuanst puopusnsyuii;, [IOB — nomernyuanst ocmpuix 6oan; CPBY — «cmpanHbie» pazpsost

BbICOKOIL HaCMOmbl.
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Tadmuua 3. Junamuxa rabopamopHsix nokaszameneii Ha QoHe neueHus

ITokasarenn 18.01 9.02 22.02
JIAT (N 135-225 En/n) 1198,0 806,0 350,3
K®K (N 24—195 Ex/n) 585,0 14987 18660
CPB (N 0,0—5,0 mr/x) 52,6 36,1 14,0
AnTi-Jo-1 (N 0,0—25,0 Ex/mm) — — >200,0
CANCA (N 0,0—5,0 En/min) — - 30,7
18G (N 8—17 r/m)
IgA (N 0,85—4,5 r/n)
1gM (N 0,6—3,7 r/m) 1,9
CDI19+ (N 6,0—-19,0 %)
Merwurpen, Mr/cyr 16

Luknodocdan, Mr
MabTtepa

* [locae ggedenus 1000 me pumykcumaba

¢ uem boabHas npowina Kypc anmubuomukomepanuu yegpo-
makcumom 6 doze 2 e/cym 8 meuerue 5 cym 6e3 s¢pgpexma.
3amem naznauenvt ' KC — memunped 6 doze 16 me/cym c He-
KOMOPbIM NOA0JICUMENbHBIM P pexmom (HopMaiu3oearacs
memnepamypa meaa, yMeHbUUAUC NPOABAEHUs APMPUMA).
Bo epemsa cmayuonapHoeo nevenus nayueHmea 6viaa amoy-
saamopHo npokoncyasmuposana 6 OIbY « HUH peemamono-
euuw» PAMH, 20e 6b110 6bickazano npednonodcerue o debrome
pesmamuueckoeo 3aboneganus — IIM uau 6 pamkax nepe-
KpecmHoeo cundpoma (cucmemuas ckaepodepmus + IIM?),
unu xce ACC, ecau yuecms Haauuue y nayueHmxu NPU3HAK08
IIM u 6sicmponpoepeccupyroujeco nopaxdcenus AeeKux no
Muny UHmMepCcmuylaibHo20 nHegMonuma. Jlnsa ymouHeHus
duaero3a u uccnedo8anus UMMYHON0UHECKUX NOKA3ameneil,
a makxice nodbopa mepanuu eocnumanusuposana 6 HUHU
pesemamonoeuu PAMH.

IlIpu nocmynaenuu ¢ HHUHU peemamonoeuu PAMH
(21.02.12): cocmosnue omHocumenvHo y006.1emeopument-
Hoe. Temnepamypa meaa 36,6 °C. Koxcrovle nokpogut u euou-
Mble causucmeole uucmole, 00biuHol okpacku. Tlepugepuuec-
Kue cycmagvl GU3YAAbHO He U3MEeHeHbl, NpU NaAbnayu
be3bone3HenHble, 00BeM 08UNCEHUsL 8 HUX NOAHOCMbIO COXPa-
HeH. CumMempuyHoe CHUJCEHUe CUAbL Mbll, NO CHMeneHU
nape3sa 6 4emolpexenasoii, N008300WHO-HOACHUMHOL MbLUYAX
00 3/5 6ann06 u deavmosudnoil muiuiye 0o 4/5 6annos. B aee-
KUX ObIXaHue JcecmKoe ¢ Kpenumupyowumy xpunamu, 601b-
we 8obipadceHHbiMU 6 bazanvHbix omadeaax. Co cmoponsl cep-

13.03 27.03 9.04 11.05 25.05 25.06
204,0 — 201,7 271,3 — 218,0
244.,0 88,1 - 31,8 47,9 88,0
5,4 2,4 — 21,7 23,6 1,9
>200,0 >200,0 - - 65,9 52,0
- 13,0 = = - 4,2
13,9 9,4 7,2 7,5
23 1,7 1,7 1,8
1,4 0,9 1,0
0*
8 7
1000 mr kaxmsie 5 Hem No 6 200 mr/Hem

500 mr kaxzsie 2 Hex Ne 6

deuro-cocyducmoil cucmemst namoaoeuu He gviséaero (4CC
75 6 mun, AJ 110/80 mm pm. cm.). [leuens y kpas pebepHoll
dyeu. Jlumgpamuueckue y31ol u cene3eHKa He NANLNUPYIOMCSL.
B obwem awnanuze kposu: aeiikoyumos (12,3 moic/mkn)
C HOpMAAbHOU AelikouyumapHoi ¢opmyaoi. B 6uoxumu-
ueckom awnanuze Kpoeu: nogviuienue KOK — 1866 Ed/a
(N 24-195 Ed/a) u JUIT — 350,3 Ed/a (N 135-225 Ed/a) npu
HOPMANbHBIX 3HAYEHUSX NeYeHOUHbIX hepMenmos, Ouiupyou-
Ha, 6enKo08bIX paKyull, YpoeHs 2A0K03bl, MOYEBUHbL, Kpea-
mununa. HmmyHonoeuveckoe uccredosanue Kpogu 8bisigUN0
Haauyue anmumen k Jo-1 > 200 Ed/ma (N < 25,0 Ed/mn)
u Kk cANCA (anmu-PR3) — 30,7 Ed/mn (N < 5,0 Ed/mn),
a makce noswluleHue @vicokouyscmeumenvioeo CPB do
14 me/n (N 0o 5,0 me/n); mecmot na PO, AH®, aumu-Ro/
SS-A, anmu-La/SS-B, pANCA, anmu-Scl-70, aumu-RNP-70,
anmu-Centr. B — ompuyamensusie; ypoeuu C3- u C4-ghpak-
yuii Komnaemenma 6 Hopme (cm. maoa. 3).
Dnekmponetipomuoepaguueckoe uccredosanue npogede-
HUsl ho nepugepuuecKum Hepeam pyK U Hoe He 8biA8UAO0 NPU-
3HAKOB CEHCOPHOLL U MOMOPHOI Hellponamuu; 21eKmpomMuo-
epaguueckoe (OMI) uccaedosanue ckensemHvix Mbluly,
ueonvuamuiMu Inekmpooamu (cm. maba. 3) 6612610 NPU3HA-
KU meKyuje2o eeHepaiu308aHH020 npoyecca, ¢ npeumyujecm-
BEHHbIM B08ACYEHUEM NPOKCUMAAbHBIX MblULY, NAEUe8020
nosica u bedep 6 eude CHuUMCeHUS cpedHell daumenvbHoCmu
Oonvute yem Ha 12 % omHocumenvHo HOpMbL, CHUNCEHUS Cpeo-
Hell amnaumyoOsl NOMEHYUAN08 08UeAMeNbHbIX eOUHUY
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Tadmmua 4. Pezyasmamoet IMT-uccaedosanus nayuenmru ¢ ACC do u nocae KOMOUHUPOBAHHO20 NeHeHUs

l'lapame'rpm MOTEHIHAIOB ABUTATEIbHBIX €IUHUIL U BBIPA2KEHHOCTH CIIOHTAHHO# AKTHBHOCTH MbIIIEYHBIX BOJIOKOH

J10/T0C1e JeYeHust
Hccnenosannas
MBIIIIA
Cpennss aMniuTyaa, MKB, CpenHssi JTUTETBHOCTD, MC; Tonudasus, %; P u I10B,

[N =500—-1000] [N] [N =10%] 0aJLIBI

d:3/0
Vastus lateralis dextra 450/1280 7,7/12,4[12,0 £ 1,4] 20 /30 ITOB: 3/0
CPBUY: 1

. nao: 3/0
Deltoideus dextra 400/685 8,8/10,4[11,4+1,3] 45 /45 TOB: 2/0
o . no: 1/0
Tibialis anterior dextra 540/1097 9,3/11,3[11,9 £ 1,4] 35/45 TIOB: 0/0

Ilpumeuanue. bannvt sviparcennocmu cnonmarnnol akmuenocmu: 0 — wem; 1 — pedkue; 2 — manas; 3 — cpeoHss

(ILIE), yseauuenus uucaa noaugasHvix NOMeHyuaios, Ha-
AUMUSL CHOHMAHHOU AKMUBHOCMU CPedHell 8blpadiceHHOCmU
(8 0CHO8HOM NOMEHYUAN08 PUOPUANAUULL U NONOHCUMENbHBIX
ocmpuix 604H). Boisgnennvle Helipogusuonoeuveckue uzme-
HeHUsi COOMEemcmaeo8al NepeuUHHO-MblULeHHOMY YVDOBHIO
nopadicenuss U He NPOMUBOPEUUNU KAUHUYECKOMY OUACHO3Y
IIM (cm. maba. 3, 4). Ilpu eucmonoeuueckom uccaedo8aHuu
buonmama wemoipexenasoil Mvluilbl 6edpa viseaeHa Mopgho-
A02U4ecKas Kapmuha, XapaKkmephas 04s 60CHAAUMENbHO2O0
nopaxcerus motuy (IIM): eapuabenvrocms pazmepos moi-
WeUHbIX B0N0KOH, HEKPO3bl, B0CHAAUMENbHbIE UHDUALMPAMbL
6 nepemMu3uL NPeUMyueCmeeHHo U3 Makpopazos, aumepoyu-
MO8 U 2UCIUOUUMO8, pe2eHepamopHble NPUHAKU 8 8ude
yenouex s0ep npoaugepupyrOuUx 6010KOH 8004b CAPKO-
nemmot. Cnupoepaus eviseuna cHuxceHue Oup@dy3uoHHol
CHOCOOHOCMU Ne2KUX CPeOHell CMEeNneHU CO CHUNCEHUEM HCU3-
HenHoll emxkocmu neekux (XKEJI) (cm. maba. 2).

Ha ocroeanuu nosyueHHvix pe3yabmamog 0bia OuazHoc-
mupoean T[IM ¢ anmucunmemasHbviM CUHOPOMOM, OCHPO2O
meuenus. Y nayuenmxu 6viau visienenvt aumu-Jo- I-anmu-
meaa, ece 6oavuue u manvie kpumepuu ACC no J. Solomon
u coasm. (cm. maoéa. 1) [3, 5]. Iloaumuozum obin duaerocmu-
poean coenacHo kpumepusim [ 1] na ochoéanuu kaunuueckoi
Kapmunbl (c1a00Cmb NPOKCUMAAbHBIX 0MOeA08 MbLULY, MA30-
6020 nosica), nosviuternusi KOK (1866 Ed/n), munuunoit IMT-
Kapmuusl U XapakmepHsviX MOP@OA0eUHecKUX U3MeHeHUIl.
Humepcmuyuanvroe nopasicerue ne2kux — no pe3yasmamam
KT opearoe epyonoii knemku. Huaernoz ACC noomeepicdancs
Haauyuem Mansix Kpumepues: apmpumsl U apmpaneuu, «pyka
Mexanuka», cundopom Peiino, a makace naruuuem auxopadxu
(6 anamHmese) u nopaxceruem cepouya (JceaydouKosas IKCmpa-
cucmonus, maxukapous) [3, 5]. Yuumoieas neeozmoacrnocmo
Oaumenvroeo npuema 6oavHoll evicokux 003 I'KC usz-3a caxap-
Hoeo duabema Il muna, a maxaice msxcenoe u GbiICMpo nPo-
epeccupyroujee nopasjceHue 1eekux, Obi1o peueHo NoOCMeneHHo
cHuzumo dozy I'KC (memunped ¢ 16 me/cym npu nocmyniexnuu
do 7 me/cym K KOHUY Habato0eHus yepe3 4 mec) u Ha3Ha4umo
KoMOUHUposanuyio mepanuio yuxaiogocganom (8/6 1000 me

Kaxcovie 2 Hed, No 6 ¢ nocaedyrouum nepexodom na 200 me
1 pa3 6 nedenio 6/m) u mabmepoit (pumykcumao, 6/6 no 500 me
Kaxcovie 2 ned, No 4). Jlunamuka 1a60pamopubix nokasame-
Jeil Ha hoHe npogedeHHOi KOMOUHUPOBAHHOU mepanuu npu-
eedena 6 maoba. 3.

Ha ¢one npuema memepopmuna (earokogaixc) é dose
1700 me/cym u chudicenus nepopanbHo2o Memunpeda ypogeHs
caxapa Kposu 0cmagaics HOpMAanbHbiM, HECMOMPsL HA 88ede-
Hue 6 Kauecmee npemedurayuu 250-500 me memuanpeoru-
3040Ha (cony-medpon) neped Kaxcooli ungysueit madbmepoi
u neped esedenuem yukasogocpana. Yuce nocre egedenus
nepevix 2000 me uyuknogocpana y boavHOU ommeuanracs
Hopmanuzauus ypoeus KOK, JUITI' u CPh. Iloanas denneyus
CD19+-knemox (0% npu N 6—19%) 6vira docmuenyma
nocae npogederus 2 ungpysuii mabmepst no 500 me. Yepes
1 mec nocae nocaednezo esederus mabmepot (Ha ghoxe npuema
7 me/cym memunpeda u 200 me/ned yuxaogocana 6/m)
yposenb anmumen k Jo- 1 cnusuics 6 4 pasa, a maxaice Hop-
manuzosanuce 3Havenus cANCA (cm. maba. 2). Hesnauu-
menvHoe nosovtuterue yposus JIJAT u CPB na ¢pone mepanuu,
BEPOSIMHO, CA3AHO C OMHOCUMENbHO Oblcmpbim (8 meyenue
1 mec) cuuxcenuem 0o3vt memunpeda nepopanvHo (¢ 16
0o 7 me/cym). B danvHeliuem smu nokazamenu HOpMaiu3o-
eanuce 6e3 donoanumensHoeo nevenus. Yepesz 1 mec nocae
Kypca KoMOUHUpo8anHoi mepanuu npu noemopruix OBJI-
u OMT-uccaedosanusx Ovina vis61eHa 00CMOBEPHAS NOAO-
JcumenvHas OuHamuka: yaywwuauce nokazameau DBJ]
(noémopHoe uccaedosanue DLCO He npoeodunocs no mexmu-
uecKUM NPUMUHAM), YBEAUYUAUCH 3HAYEHUsl CPeOHell amMnau-
myout u dnumenvrocmu I E, ucuezna cnoumannas akmue-
HOCH1b, YO CONPOBONHCOANOCH CYOBEKMUBHBIM U 00B6EKMUBHBIM
B0CCIMAHOBACHUEM CUAbL MblUY PYK U HOZ 00 5/5 6anrnr06
(cm. maba. 2). [loemoproe KT-uccaedosanue vis6uno noaxoe
80cCMaHoBAeHUe KAPMUHBL 1€204H020 PUCYHKA (cM. puc. 0,
maba. 2). I[lpu smom ommeueHo He3HAUUMENbHOE CHUICEHUE
ypoeus IgG — ¢ 13,900 7,5 /2 (N 8,0-17,0), e conpososic-
daguieecsi npucoeouHeHueM 8MOPUYHBIX UHDEKYUOHHBIX OC-
JAONCHEHU.
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Tabmuua 5. Mupoeoii onsim ucnoavsoganus pumykcumaba (PH) y nayuenmoe anmucunmemastoim cunopomom [§—-10, 12—18]

AsTop

J.E. Gottenberg
M COaBT. [8]

0. Lambotte
U coasrT. [9]
L. Brulhart

u coasr. [10]

E. Vandenbroucke
M coaBrT. [12]

E Frikha u coaBT.
[13]

M. Sem u coaBT.
[14]

E.M.A. Ball
M coasr. [15]

I. Marie u coaBT.
[16]

V. Limaye
U coasr. [17]

H.S. Kulkarni
¥ coasr. [18]

Yucao
0O0JIbHBIX,
noJ (Bo3pacr,
JIeT)

2
13K (55)

13K (53)

13K (52)

13K (57)

1 M (47)

13X (51)

13K (19)

11

4M
(cpenHuii
BO3pacT 52)

7X

1M (37)

7

4M
(cpenHuit
BO3pact 57)
32K
(cpenHmiA
BO3pacTt 47)

13X (32)

1 M (59)

Kinanueckue
nposiBiennss ACC

IIM + my3bipuaTKa

M

MM (MC 9/10), U3J1 (DLCO 93 %)

JAM, apTpuT, KOXHBIE BbICBITAHUS,
N3J1 (DLCO 72 %), aRo+

M, U3J1 CKEJI 2,7 1, O®B, 2,3 1), (+)
aRo, AH®, ALILIIT

IIM (mm. psoas et deltoideus CM 3/5),
MOJINAPTPAIITUS

TIM (mm. psoas et deltoideus CM 3/5),
noauaptpanrusi, U3J1 («<MaTtoBoe cCTeKI0»
nipu KT)

N3J1y 100 %;

MMM y 4 u3 10 (40 %),

JIM y 6 u3 10 (60 %);

MbIlIeYHas ciaaboctby 6 u3 11 (55 %);
cycTaBHOI cuHApoM y 7 u3 11 (64 %);
cunapom Peitto y 5 uz 11 (45 %);
«pyka MexaHuka» y 3us 11 (27 %);

8 u3 11 (73 %) nmenu aRo+

[IM (CM 3/5 B crubarensx 6enpa), U3J1

¥V Bcex U3J1 mo nanHbiM KT

(Me ®XKEJI 66 (35-76) %,

Me DLCO 39 (20-57) %;
[IM—y6,IM —yl

(Me MC 57,5 (45—73) 6a1oB u3 88);
apTpajiruu/ apTpuTsl — y S u3 7;
cuHapom Peiitno — 3 u3 7;

«pyKa MexaHuKa» — y 4 u3 7

JIM, «pyka MexaHHKa»,
M3JI (DLCO 34 %)

M3J1 (OAH Ha dhone UBJI; mo naHHBIM
KT nporpeccupyiomuii Gudpo3, mo BceM
JIETOYHBIM TIOJISIM «MaTOBOE CTEKIIO»,
yBenmueHue JIY cpenocteHust, Tsokenast
JIeroyHasi runepreHsust), antu-EJ (+),
JINXOpajKa, «pyKa MEXaHUKa»

JIMTeIbHOCTD
Ha0/ToneHns
1o Tepanuu PU

19 net

6 et

5 et

10 mec

3 mec

29 mec

4 mec

Me 24
(1,5-156)
MeC

7 net

Me 12 (8-60)
Mec

18 mec

3 roga

Tepanus,
npemmuectsyomas PU

I'XJ1, BBUT, MTX

MTX, A3A, BBUT'

I13, MTX, A3A, BBUT'

13, MTX

I3, O

I13, A3A, BBUT, MM®

M3, MM®

N3 (r=11), H® (n=7),
A3A (n=4), ICA (n=4),
BBUT (n=1), TAK (n = 2),
6e3 IIUTOCTaTUKOB (1 = 3)

I13, A3A, MTX, MM, LICA,
BBUT, ®HO-o-610KaTOPbI
(mHGIMKCcMab, araTumMyMa)

M3 (=7,
LD (n=5),
A3A (n="17),
BBUT (n=>5),
MM® (n = 3)

I13, A3A, BBUT, LICA,

s, 0o

Cxema
Beenenns PN

375 mr/m? Ne 4
375 mr/m? Ne 4

375 mr/m? Ne 4

1000 mr Ne2

1000 mr Ne 2

1) 1000 mr Ne 2 +
1000 mr Ne 1
(uepe3 6 Mec)

2) 1000 mr Ne2

1000 mr Ne 2
(n=218)

700 mr Ne 2
(n=1)

375 mr/m?>Ne 4
(n=2)

500 mr Ne 6

1000 Mr Ne 2 +
gepes 6 Mec
1000 mr Ne 1

500 mr Ne 4

1000 Mr Ne [ +
LD 500 mr Ne 1

Ilpumenanue. A3A — azamuonpun; ALILIIT — anmumena k yuxauveckomy yumpyatunoeomy nenmudy;, BBUI — 6/6 ummynoeio00yaun;
TXJT — eudpokcuxnopoxun; 2K — wcenugunvt; UBJI — uckyccmeennas eenmunayus aeekux, KOK — kpeamungocgoxunasza; J1Y — aum-
gamuueckuti yzen; M — myxcuunvi; Me — meduana; MM®P — muropenorama mogpemun; MTX — memompercam; HI[ — nem danmvix;
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o PU KO®K, Ea/n Turp To3za Jennenus o6 5 Chox
( flld:fchT;B:;;f:m o) no/mocae PU Anru-Jo-1 per os B CYTKd CD19+-kne- 3:;) q:): ;:’: om:)cc;;p;rﬁm
AT Th ’ (aopma < 150) no/mociae PU no/nocae P TOK Mmec :
YactuuHslii oTBET (4) 252/119 S as 2(05/ Lig;r 4
HJ Her
[TonHeIit oTBeT, HOpManu3auus CM (4) 1364/93 A (2]?/713;\5 Her
3HaYMTENbHOE YaydllleHHE Ha 4-i1 Mec 1360,/ HopMa +/+ 25/8 Mr HII Her Her
(MC 2/10, DLCO 93%) P (uepes 12 mec)
TTonnbrit otBet (Hopmauzauus CM, CPB, 214/113 Nudexuus
MPT-KapTUHBI MBILILL, JIETKUX 110 JaHHBbIM KT, 6 ii?é })iié‘lepe;a) (HopMa ?g aMg _/ ﬁ7 ’;é\g 82/+ MOUYEBBIX 8
aRo 200/113 Ex/n) Kyp <20 Em) nyTeit
Yactuunslii otBeT (M3J1: yMeHbIIeHUE
nmotpedHOCTH B Kuciopose, mpu KT «mato- 30/10 mr
BOTIO CTEKJIa», cTabmin3aius Gpudposa, 450/150 S ah (K 3 Mec) HA Hert Her
XKEJI 3,56 1, ODB, 2,7 i1; yBenuueHue CM;
HopManuzauusi CPb, COD, JIAT)
o 10, mocne
ITonnebrit orBeT (HopManu3auust CM, >
e mpmE ) 3296/HopMa 60/10 mr 3-roH11341;e;le-
+/HI HIO Her
o 14, mocne
Yactuunelit otBeT (CM B HOpME, YMEHbIIIE- 60 mr/7 mMr >
HUE «MaTOBOro cTekiia» mpu KT 3051/Hopma (k9 mec) 3-roH113/[1;eﬂe-
1 mamm-
Viyamrerne (6): €HT yMep
1) Mo naunbiv KT perpecenst «MaToBoro HJl/Gonee ~ OF PHCO-
Gt gL e Bt IS IS [ oo g in /e n(3+1)1§ }E) (ol—\gg)zgr/ 90% P Jirovectt: 6.y 1 nam-
y 1 ymeHbIreHue mocine 2-ro Kypca (11 %) Y CHYDKEHUE . > Y
y3u35(60%) y2wu3 10 Me 11,25 y 1 uHby- eHTa
2) Yeenuuenure ODB, > 10% y 6 u3 10 (60 %), (20%) (0-40) wmr CD19+ e A
DLCO> 15% y 3139 (33%); v/ peaKims
3) Veenuuenrie CM y 2 13 3 GOJIbHBIX B BUIE
SPUTEMBI
20 mr/HJ
YacTuuHbIN OTBET Mociie 1 Kypca (HopMaiu- 5600/1800/N (rociie 2-ro
samus CM), (HOpMa uepe3 6 Hex +/HI Kypca — ToJ- HJI Her 6
TOJTHBIA OTBET — TOCTIe 2-TO Kypca mocJe 2-To Kypca) Hast OTMEHa
I13)
YactuuHblii OTBET Yepe3 12 mec
1) U3J1: ysenmuenne DXKEJ 74 (57-108) % vV 100%
u DLCO 59 (49-72) %; yny4iieHue o JaH- () Me 4012 Me 20
HbiM KTy Su3 7,y 2 u3 7 — 6e3 orpuna- Me 907 (149-21460) . O
(77-479) (7-30) mr/ HI/(+)
TeJIbHOM ANHAMUKY; En/n/Me 196 Ex/mn/Me Me 9 100 % Her Her
2) yBenmmaerne CM 10 79/88 (66—88) 6aiu1os; (35-711) Ex/n 87ﬂ(5 4316) (3-15) mr y v
y BCEX UCYE3NTU KOXHbBIE MU3MEHEHVST;
# En/Mn
3) KynupoBaJicsi CycTaBHOU CUHAPOM y 1 u3 5,
yaydmwics y 4 us 5
YacTUYHBIN OTBET 12000/N (n%%rerélie D~
£2L§a25526£%{§f > (aepe3 3—6 mec +/HI COB — TI0JI- A Her 10
P L > rmocJie Kypca) Hast OTMEHa
HMCYE3HOBEHUE «PYKU MEXAHUKA») M3)
[TonoxutenbHasi AMHaMuKa yepes 1 Hen
(MCUE3HOBEHUE «MaTOBOTO CTEKJIa», BOCCTa- —/— —/— HO/HO HI Her Her

HOBJICHUE CAaMOCTOSATEIbHOI'O HI)IXaHI/ISI)

O/TH — ocmpas dvixamenvhas Hedocmamourocms; [13 — npednusonon; CM — cuna mouuy; TAK — maxpoaumyc; 1ICA — yuxaocnopun A;

1D — yuxnogocgan; aRo — anmumena k Ro/SS-A; DLCO — dughghyzuonnas cnocobHocms ae2Kux no MOHOOKCUOY yenepood.
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06cy:xneHue

ACC oTHOCHUTCS K peIKUM COCTOSTHUSIM M BCTpEJaeT-
cs B cpenHeM y 12—-19 % Goabhbix IIM/IM [3, 5], uto
00YCIIOBITMBAET OTCYTCTBHE EIMHBIX PEKOMEHIOBAHHBIX
cxeM ero jedeHus. Ilpemnu3onoH (B mo3e 1 Mr/Kr/cyT)
ocTaeTcs IpenapaToM 1-i TMHWY B JIeUeHUU JAHHOTO 3a-
0oJieBaHMs, 00eCTIEYNBAIOIIM PEMUCCHIO B 25—68 % ciy-
yaeB, OMHAKO 000CTpeHMsI 60JIe3HN oTMedaroTes y 6—43 %
nauneHToB [1, 2]. Hukiodocdamma oObIYHO Ha3HAYAIOT
B BUJIE IyJIbC-Tepanuu B/B 1o 1 r/m? tena 1 pa3 B Mecsll,
TaKKe HMCHOJIB3YIOT a3aTUONpPHUH (2,5 MT/KT/cyT), Me-
totpekcar (0,3 MIr/Kr/cyT) U TMKIOCTIOPUH (3 MT/KT/CyT).
ClremyeT OTMETHTD, YTO B JINTEPATYpe HET JaHHBIX ITO KOHT-
POJIMPYEMBIM HCCIIeIOBAaHUSIM 3(POEKTUBHOCTH MOHO-
WM KOMOMHUPOBAHHON Tepaluy IePeUYNCICHHBIX TIpe-
ImapaToB.

M3BectHO, uTo ipu [1M B MblllIeYHOM OMOMNTATE TIpE-
obnamator CD8+-T-nmumMdbonuTtsl 1 Makpodaru, OTCyTCT-
BYIOT IIPM3HAKI TMMYHOKOMIIJIEKCHOTO BaCKyJIUTa, Ooiee
xapaktepHoro mist IM [1, 9, 11, 19]. Hanuuue BoicOKMX
TUTPOB crneuududeckux aHTU-Jo-l-aHTUTEN, rumep-y-
[JIOOYJIMHEMUH, a TaKKe TTOBBIIICHHBI YPOBEeHb B-Kite-
TOYHOTO akTUBHpYIoliero akropa (BAFF) y maumeHToB
¢ ACC B oimumie OT OOJIBHBIX C MAMONATHYECKUMU (Dop-
Mamu [IM/IIM 0e3 aHTUCUHTETa3HBIX aHTUTE]T CBUICTEITb-
CTBYET O TUIIepaKTUBAIMN B-KIIeTOUHOTO 3BeHa UMMYHH-
TeTa, YTO SIBJISICTCSI TOYKOM TIPUIIOXKEHUs PUTYKCHMMa0a,
yeM U JoKa3bIBaeTcs ero 3pdeKTuBHOCTE [19, 20].

Ha cerogusmramii 1eHb, 110 JaHHBIM MUPOBOM JIUTE-
patypbel, UMeeTcs1 onucaHue Bcero 28 mauneHToB ACC
(Tabm. 5), Koropsle Toxydany putykcumao [8—10, 12—-18].
Bce matmeHThI, OJMYIMBIINE PUTYKCHUMA0, MMEJIN JOCTa-
TOYHO JUTUTEIBHBIN aHaMHe3 3a00JIeBaHMS, Y OOIBIITHC-
TBa OTMEYaJIM WHTEPCTULIMAIbHOE TIOPaXXCHUE JIETKUX,
a TakKe pe3nucTeHTHOCTH K Tepanuu [’ KC, murocratnkamu
i KoMomHupoBaHHoMmy JiedeHuo (I'KC m murocra-
TUKH + BHYTPUBEHHBIN MMMYHOTJIOOYJIMH), B HEKOTOPBIX
CIIyJasix HaOJIIOIaarch 000CTpeHUS Ha (pOHE CHUKCHMS
no3bl iepopaibHbix 'KC.

CxeMBbI BBeIeHUST pUTYKCMMa0a ObUIM CTaHIAPTHBIMU
(rro 1000 mr kaxmere 2 Hem Ne 2 win 1o 500 MT Kaxkmyio
Hexemo Ne 4). ¥V 7 (70 %) u3 10 maumenToB ¢ ACC, mosy-
yaBIIMX puTyKcumabo [8—10, 12, 13, 15, 17, 18] 66u10 OT-
MEUeHO YMEHBIICHNE BEIPAXXEHHOCTH MBIIIEYHOTO, CYC-
TaBHOTO CHHIPOMA, a TAaKKe JICTOUYHBIX IIPOSBICHUIA,
HaOJogaBIIecs yepe3 3—6 Mec Tepanuu. Y Bcex HalueH-
TOB ymaBajoch CHU3UTH no3y ['KC mo MMHMMaIbHOTO
ypoBHST (5—10 mMr/cyt). [lo maHHBIM TPOCMEKTUBHOTO
ucciaemoanusi 1. Marie u coaBr. [16], y 7 mauueHTOB
¢ ACC otMmeuasnach ITOJIOKUTEIbHAS TMTHAMHUKA CO CTOPO-
HBI Jerkux (ynyumeHne KT-kapTwHBI OTMEYeHO y 5
13 7 OOJILHBIX), a TAKIKE TTOJTHOE BOCCTAHOBJICHUE MBITIICY-
HOW cWIBI Y 2 3 HUX (CM. Ta0II. 5).

BonbpImIMHCTBO aBTOPOB YKa3BIBAIOT HA TO, YTO HeE-
CMOTpPS Ha TIOJIOXUTENBHBIN 3(P(PeKT TedeHrs] ypOBeHb
anTu-Jo-1-aHtuTen ocraBayicst BeicokuM [8—10, 12, 13].

CHixeHue TuTpa antu-Jo-1 Gonblile yeM B 4 pa3a oTMe-
yeHo JInIIb B padorte I. Marie u coast. [16], a ux mojiHOe
HMCYE3HOBEHME TTOKa3aHOo B MccieamoBaHn M. Sem u co-
aBT. [14] y 20 % 6onbHbIx. L. Brulhart u coast. [10] Bbicka-
3aJIM TIPEATIOJIOKEHIE O BO3MOXHON KOPPEIISIIINN MEXITY
xopoteil apdekTnBHOCTRIO putykKcumaba mpu ACC co
CHIDKEHNEM aHTU-JO-1-aHTHUTE U JOCTUKECHUEM AeTIIe-
mun B-muMbonuToB B mepudeprueckoii KpoBU, UTO
TpeOyeT B JaIbHEHIIIEM YITyOJICHHOTO N3YYSHUS U CTATHC-
THYECKOTO ITOATBEPXKICHNA.

B 7 u3 10 uccnegoBanuii B cpenHeM depe3 Moyroaa
(o1 4 no 14 mec) TToCIe TTOCIeTHETO BBEACHMS PUTYKCHUMA-
6a Ha pone cHmkeHus ['KC mo HU3KMX 103 HaOIIOOaICs
pennanuB 3a00J1eBaHUsI, KOTOPHIM XOPOIIO KYITHMPOBAJICS
MOBTOPHBIM KypcoM putTykcuMaba. F. Frikha w coaBT.
u 1. Marie u coasr. [13, 16] He3aBUCMMO OT TOTO, pa3BU-
BaJIMCh JIX OOOCTPEHMS Y TIALIMEHTOB MJIN HET, BBOIWIA UM
moaiepXKUBalomme 1036l purykcmmaoda (1000 mr, Ne 1)
yepe3 6 Mec, 4TO JaBajio WK CToKui apdexT [16], unmn
OTOABUTAJIO CPOKU pa3BUTUSA obocTpeHus Ha 10—14 mec
OTHOCHUTEJIbHO mocieaHero Kypcea [13]. B ciygasx Hemo-
cratogHOoro 3¢ dekTa mocire 1 Kypcea Teparuy pu IpoBe-
JIEHNH TTOBTOPHBIX KypcoB (110 2000 MT) WX B HOIIEPKM -
Batomux mo3ax (500—-1000 Mr) ymaBasioCh IOCTUYH
noJyiHoro oteera [14, 15].

B nipeacraBieHHOM HaMM CiTydae IIpUMEHEHNUE CTaH-
IapTHOI Teparmu BeIcoOKuMU no3amu 'K C 6bu10 orpanu-
YEeHO BBICOKMM PUCKOM JICKOMITCHCALIMY CaXapHOTO A1a-
Oera. [IpyHMMas BoO BHUMaHME OCTpOe Havajio 0OJIe3HHU,
OBICTPOIIpOTrpeCcCUpYIOIIee MOPaXKEeHNE JIETKUX, JaCTYIO
ToprgHocTh ACC Kk KomouHupoBaHHo# Teparmuu ['KC
¥ LIMTOCTaTUKAMM, BEICOKUI PHUCK 000CTPEHMS OCHOBHO-
o 3a00JieBaHMS Ha (hOHE BEIHYKIEHHOTO CHYDKCHUS TO3BI
METHIIpeIa, MBI IIPUHSUIA PEIeHNE MCIIOIb30BaTh PUTYK-
cuMab B KOMOMHALIMU C BBICOKUMM 103aMM LIUKI0o(pocha-
Ha. [TocnenHuit ObLT BEIOpaH B KaueCcTBe 0A3MCHOTO TIpe-
MmapaTa, TaK KaKk U3BECTHA eT0 aHTU(PHOPO3HAasI aKTHBHOCTh
B OTHOIIICHNY MHTEPCTULINATHLHOTO 3a00JICBaHUS JIETKUX,
a TakKKe CIIOCOOHOCTBH BIMSATH KaK Ha KIIETOYHBIN, TaK
¥ HA TYMOPaJbHBIN UMMYHUTET [22].

3HaUNTEIbHOE YAy4IleHHe (TIPaKTUISCKH ITOJTHAS
peMuccus) y MalMeHTKU ObUIO JOCTUTHYTO yXKe depes
1 Mec mocie IMmpoBeaeHNsT KOMOMHUPOBAHHOUW TepaItmu
C IpUMEHEHNEM PUTYKCHMa0a, 9ToO TIPOSIBIISLIOCH 4-KpaT-
HBIM CHIDKEHHEM YPOBHS aHTH-JO- 1 -aHTHUTE N, TIpaKTH4eC-
KU TIOJIHBIM MCUYE3HOBEHWEM WHTEPCTUIIMATBHBIX U3ME-
HeHUi o gaHHbIM noBTopHOit MCKT, Hopmanu3anueit
noka3zateneit @B/, ypoBueit KOK, JIAT, CPB, Boccra-
HOBJICHHEM MBIIICYHOM CHMJIBI U HOpMaauU3allMeil mapa-
metpoB I1J1E ¢ ncue3HoBeHMEM CITOHTAHHOM aKTUBHOCTHU
M0 JaHHBEIM urorbuaToii OMI (cMm. Tadm. 2, 4; pUCYHOK).
B mpencraBnenHoM caydae nmeruienmss CD19+-kmeTok
ObLTa JOCTUTHYTA yXe mocie BBeaeHus 1000 MT putTyKcu-
Maba (Mabtepsr). KomomHamms mukinogocdaHa 1 puTyK-
crMaba, 1o JaHHBIM JIMTepaTyphl, MOXET OBITh JOCTATOYHO
a¢pdexkTBHOM. Tak, y 60pHOTO ¢ ACC M TSIKETBIM UHTEP-
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CTUIMAJILHBIM ITTOPaXXEHUEM JIETKUX, OCJIOKHHMBIIAMCST
pa3BUTHEM OCTPOU JBIXaTeTbHOM HEAOCTATOIHOCTH M Ha-
xoauBmuMcst Ha UBJI, ata komOMHaLMs, 1aXe C peayLm-
poBaHHOI 10301 muKiIodocdana, yxxe yepes 1 Hex mociie
HavaJia Tepalliy IIprBejia K 3aMEeTHOMY YITYUIIIeHUIO C BOC-
CTaHOBJICHUEM CaMOCTOSITEJIbHOTO AbIXaHUS 1 ICUE3HOBE-
HueM 110 1aHHBIM KT y9acTKOB MOHMKEHHO TUIOTHOCTH
JIETKUX 10 TUTTY «MaToBoro crekia» mpu KT [18].

VY manmeHTKy B HallleM HaOJMIOICHUH eIIIe IO JICUCHUS
OBLTM BBISBIICHBI ITOBHIIIICHHBIC aHTUTENIA K TIPOTeMHAa3e-3
(cANCA) meromom MDA, kotopbie Ha (pOoHE JIeUSHHS TIPH -
[TV B pAMKH HOPMAJIBHBIX 3HAaUeHUI (cM. TaoJ1. 2). B mmre-
patype UMEIOTCSI OTIMCaHMS ClTydaeB OOHApPYKCHUST aHTUTET
K mmrorutazme HerirpodmioB (ANCA) mpu IM/TIM [23],
ocobeHHo 310 Kacaetcss pANCA [24]. Aututena kK PR-3
cuuTaloTcs BhicokocnenmdmaabpMu 11t ANCA-accolmm-
POBaHHBIX BACKYJIMTOB, B IIEPBYIO OYepeIb IpaHyIeMaTo3a
Berenepa [25], ogHako u3penka (10 3 %) MoryT oOHapysKu-
BaThbCs U MPU IPYTUX 3a00eBaHUsAX [23].

VY onmmcaHHOI HAMU MMAIlMeHTKHN B KOHIIE Kypca KOM-
OMHMPOBAHHOTIO JICUCHUs HAOIIOMAJICS He3HAYNTETbHBIN
nmedumT nommkioHaasHoro IgG (cM. Tabir. 2), coxpaHsIB-
muiics B TEUYCHUE Mecslla ITOCIe OKOHYAHUS TepaItiu.
HyXH0 0TMETHTB, YTO KaK PUTYKCHMA0, TaK 1 UKIO(OoCc-
¢aH MOTYT BEI3BIBaTh OOPATUMBIN ACDUILIMT MTMMYHOTJIO-
oynuHOB [21, 25], KOTOphINi B AAHHOW CUTyauuu OBIT

00YCIIOBJICH CMHEPTU3MOM X IEUCTBUS. YUUTHIBAsS OT-
CYTCTBHE Y OOJTBHOM TTPU3HAKOB MPHCOCTUHEHUSI BTOPHI-
HOU MH(bEKIUY Y TEeHIEHIINIO0 K HOPMaIU3AllUN YPOBHS
IgG, HEOOXOOMMOCTH 3aMECTUTEIFHOM Tepanuy Iperia-
paTaMM BHYTPMBEHHOTO WMMMYHOIJIOOYJIMHA HE OBLIO.
B uccnemoBanusax L. Brulhart u coast. [10] 1 M. Sem
1 coaBT. [14] moka3aHo, 4TO PUTYKCHMa0 B KaueCTBE MO-
HOTepaIly He BIVSUT Ha ypoBeHb IgG B TeueHUE BCETO
nepuonaa HabmoaeHus (ot 6 1o 12 mec).

[lepeHOCHMOCTE TEpany pUTYKCUMA0OM Y OOJTBbHBIX
ACC 00BIYHO YHOBJIETBOPUTENbHASA. 3a MCKIIOYEHUEM
1 metagbHOTO MCXoda 4Yepe3 3 Mec MOociie MOHOTEpaITir
PUTYKCHMMAOOM BCIICACTBHE TTPUCOCINHEHMST BTOPUIHOM
nHpeKIInn y 0015HOT0 ¢ ocTpeiM TedeHneM ACC [14],
JIAIIG Y 1 60IBHOTO BCTPEeYaInCh HEOCIOXXKHEHHAsI MH(DEK-
L1 MOUYeBBIX TTyTeit 1 cuHycuT [10]. TsokenbIX TOOOYHBIX
peakiInii B TUTepaType OOJIbIIE OIMMCAHO He OBLIO.

Takum o6pa3oM, MpeACTaBICHHBIM HAMU CIydail yc-
rrerrHO# Teparu ACC B COBOKYITHOCTH C OITBITOM 3apy-
OEKHBIX MCCIIeOBaTe et JEMOHCTPUPYIOT 3(PHEKTUBHOCTD
PUTYKCMMa0a B TePaITMU 3TOTO TSKEJIOT0 ayTOMMMYHHOTO
3a0oseBaHusA. OMHAKO CXEMBI JICUCHHSI, HEOOXOIUMOCTD
B KOMOMHAIINY C IPYTUMH IIUTOCTAaTUKAMU IIpHU 000CTpe-
HUSX, TONACPXHMBAIOIINE TO3BI IIperapara, OCOOCHHO
B CJIydae MOHOTeparunu, TpeOYIOT YTOUHEHUS.
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