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A.H0. 3apnukui?, E.A. Bacunenko', A.A. Bacunenko?, AM. TutoBa®

OmHUM U3 METOJIOB JICUEHUS TSKENbIX (hopM cucteMHol ckiepoaepmuu (CCJI) siisieTcst ayToTpaHCILIaHTALIUST
CTBOJIOBBIX TEMOTIO3TUYECKUX KIIETOK KOcTHOTO Mo3ra (ayto-TCK). B cratbe mpencraBieHO onvcaHue ABYX K-
HUYECKUX cllydaeB ucnojb3oBaHus ayto-TCK ¢ nocneayoliieii Tepanueit putykcumadom npu auddysHoit popme
CC/J] c unTepcTUIManbHBIM TIopaxkeHueM jierkux (MI1J1), Bbicokoit MIMMYHOJIOTHUECKOI aKTUBHOCTBIO, BBICOKUM
KOXHBIM CYETOM, HEOIaronmpUsITHBIM TIPOrHO30M. OLICHKA Pe3y/IbTaTOB JICYEHUS TIPOBOIMIIACH B X0 AUHAMUYC-
CKOTo HabroneHus 3a nauueHTamu B TedeHue 10—11 set. B o6oux ciydasix npoBeaeHue ayro-TCK ¢ nocnenyro-
LIUM PUMEHEHUEeM PUTYKCUMaba TTO3BOIIIIO IOCTUYb peMUccui,/Hu3Koi aktuBHocT CCJL, a Takke CTaOuIn3n-
poBath TeueHue MIJI.

KiroueBble ¢j10Ba: ayTOJIOrMYHAs TPAHCIUIAHTALIMSI KOCTHOTO MO3ra, CUCTEMHasi CKJIEPOIEPMUsI, THTEPCTUIIMATBHOE
MOpakeHUe JIETKUX
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Bacunenko EA, Bacunenko AA, TutoBa AM. OMNBIT YCHEIIHOTO MPUMEHEHUS ayTOJIOTMYHOM TPaHCILIaHTALIMK CTBO-
JIOBBIX TEMOTIO3TMYECKHUX KJIETOK Y MAIIMEHTOK C HEOIaronpusTHhIM TIPOrHO30M TeueHust anddy3Hoi hopmbl cructem-
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EXPERIENCE OF SUCCESSFUL AUTOLOGOUS HEMATOPOIETIC STEM CELL TRANSPLANTATION
IN PATIENTS WITH AN UNFAVORABLE PROGNOSIS OF SYSTEMIC SCLERODERMA

Vadim 1. Mazurov', Alexey L. Maslyanskiy?, Kira E. Zotkina?, Stanislava S. Benevolenskaya?, Dmitry V. Motorin?,
Andrey Yu. Zaritskiy?, Elizaveta A. Vasilenko', Alexey A. Vasilenko?, Anna M. Titova?

One of the methods of treating severe forms of systemic scleroderma is hematopoietic stem-cell autotransplantation
(auto-HSCT). The article describes two clinical cases of auto-HSCT followed by rituximab (RTM) therapy in patients
with diffuse systemic scleroderma with progressive interstitial lung disease (ILD), high immunological activity, high
skin score, and an unfavorable prognosis. The assessment of the course of these diseases was carried out in the course
of dynamic observation of patients for 10—11 years. In all cases, auto-HSCT followed by RTM made it possible

to achieve remission / low activity, as well as to stabilize the progressive of ILD.
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BeepeHue

Cucremnas ckneponepmust (CCJI), wmu mpo-
TPECCUPYIOLIMI CUCTEMHBIN CKJIEPO3, — ITOJIMOP-
raHHoe 3a0osieBaHNEe, B OCHOBE KOTOPOTO JieXaT
MMMYHHbIE HapyILLIEHUsI U Ba30CMaCTUYECKUE CO-
CYIUCTBIE peakluu Mo TUMy cuHapoma PeiiHo,
COIPOBOXKIAOIIMecs aKTUBaluel (puopo3oodpa-
30BaHUsI M N30BITOYHBIM OTJIOKEHUEM KOMITOHEH-
TOB BHEKJIETOYHOIO MaTpukca (KoJuiareHa) B TKa-
HSX U opraHax. MHTepcTUIIMaTbHOE TOpaXeHue
serkux (WUIJI) asnsiercs onHoit U3 Haubosee Ts-
JKEJTBIX Y TIPOTHOCTUYECKU HEeOIarompusiTHBIX Op-
ranabiX maronoruii ipu CCJl. Jlerounsle nsme-
HeHus (Kak JieroyHas rurepTeHs3us, Tak u MI1JT)
B HACTOsIILIee BPEMsI SIBJISIIOTCSI OCHOBHOM MPUYU-
Hoit emeptu nipu CC/ [1].

HayyHo-npakTtnyeckas pesmaronorns. 2022;60(3):381-387

D heKTUBHOCTh TPUMEHEHUSI UMMYHOCY-
MPECCUBHBIX MpernapaToB B JiedeHUU AU @y3HbIX
dopm CCJI oueHMBaeTcsi HeOMHO3HAUHO. OImy-
OJIMKOBaHBI JAHHBIE O TOM, YTO LIMKJI0opochamu
(L1®), muxkodenonata modetnn [2] U putykcu-
Mab (PTM) MoryT mosoXKUTeIbHO BIUSITh Ha Te-
yeHue MUIJI y mauuentos ¢ CC [3].

OO0cyxaaeTcss BO3MOXHOCTb Ha3HauYeHUs
nauueHtam ¢ CCJI uHruouTopapeternropauHTep-
neiikuHa 6 toumnsymata [4]. B 2019 r. nauanazon
ucriojibdyeMbix B Tepaniuu CCJI 1ekapCTBEHHbBIX
CpPEeICTB OBLT pacCIIMpPeH B CBSI3U C pPErUcTpa-
nueir B Poccmiickoit Penepaunu aHTUGUOPO-
TUYECKOTO TperapaTta HUHTeIaHUO IS JIeYeHUS
MIMOIATUYECKOro JIerouHoro (pubposa, XpoHU-
YecKuxX (puOPO3UPYIOIINX WHTEPCTUIIMATBHBIX
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3a0oJieBaHuit Jerkux, a Takxke UIJI ¢ mporpeccupyromumm te-
yeHuem npu CCJI [5].

AJIBTEpHAaTUBHBIM METOAOM JIEYEHUST TSIKeNbIX (hopm
CC]JI siBnsieTcst ayTOJIOrMYHAs TpaHCIUJIAaHTALMsl TeMOIIO3TUYEe-
CKHUX CTBOJIOBBIX KJIETOK KOCcTHOTrO Mo3ra (ayto-TCK).

B crathe onucano npumeHenue ayto-TCK y aByx manm-
eHToK ¢ nuddysHoit popmoit CCJl. B o6oux ciryyasx moxkasa-
HreM k ayto-TCK saBisumich BhICOKask aKTUBHOCTh OCHOBHO-
ro 3a00yIeBaHMsI, BBICOKUIT KOXHBIH cueT, paHHsist cragust CCJL
¢ BbICOKUM pucKoM rnporpeccupoBanust UIJI. Jlunamuueckoe
HaOJoIeHNe 3a STUMU TAllMEeHTKaMH TIPOIOJIKAIIOCH B Teve-
Hue 10—11 jeT, 4yTo MO3BOJNUIIO OLEHUTh OTHAJICHHBIE PE3YJib-
TaThl Bo3meiicTBUs ayTo-TCK Ha KIMHUKO-UMMYHOJIOTHYE-
ckue nposiBiieHust nudpysHoit popmbur CCII.

Matepuanbl u meTofbl

Ayto-TCK BbINONTHSIACh C UCMOJIb30BAHUEM MUEIOA-
GJIATUBHOTO peXMMa KOHIMITMOHUPOBAHMSI.

Iporenypa mpoBoaMIach B 1Ba 3Taria;

1. Mobunuzauusi, 00padboTka 1 adepe3 CTBOJOBBIX KJie-
ToK KpoBu (CKK).

Beomuics LI® B no3e 4 r/M?, a 3aTeM IpaHyIOLUTAPHBII
KOJIOHUeCTUMYyaupytoluii  dakrop pocra (I'-KCD), mocne
yero nposoawics adepe3d CKK ¢ nocneayroiieit KpuoKoHcep-
BaLlVCH.

2. ®aza koHAUMLMOHUPOoBaHUs (pexxuM Atram — LD —
npexHu3onioH (I13)) u TpaHcIIaHTALIAN.

B Teuenne 4 nueit BBommics LI® mo 50 mr/Kr, 3aTeM aH-
TUIUMOOIUTAPHBIN/AHTUTUMOLIMTAPHBI  UMMYHOTJIOOYIIH
(Atram, 40 Mr/KT/cyT.) 1 BeIOTHsIIach penHby3uss CKK.

Ouu no peuHdy3uu koctHoro mo3sra wiu CKK rme-
pudepryeckoil KpoBU 0003HAYAIOTCSI CO 3HAKOM «MUHYC»
(A-7, 1—6 u 1. 0.), AeHb penHdy3nuu — Kak A—0, nHU mo-
cJie TpaHCIIaHTalMKU — CO 3HaKOM «Iumtoc» (A+1, A+2 u T. 1.).
Jlns yMeHblIeHUsI HeOJaronpusITHBIX peakKIUii BbICOKOI03-
HOIl Tepanmuu BO BpeMsl KOHIMILIMOHWPOBAHMS MPOBOAWIACH
MHOY3MST KPUCTAITTIOMIHBIX PACTBOPOB (B CpeaHeEM 4—5 J1 B CyT-
Ku) [6]. Bckope mociie OKOHYaHUST KOHAULMOHUPOBAHUS U Pe-
nHdy3nn CKK Ha JI+5—10 y mamumeHTa pa3BuBajiach aria3us
KOCTHOTO MO3Ta, KOTOpasi IMPOSBIISLIACh [TyOOKOM MaHIIUTOTIE-
HUel nepudepruyeckoil KpoBu.

BoccraHoBiieHMEe — TPaHYJIOIUTOIO33a  TIPOUCXOIUIIO
Ha [I+13—14. B nepuon ariasuyd KOCTHOIO MO3ra Bce 00Jib-
Hble HaXOIWJINCh B THOTOOMOHTOJIOTMYECKMX YCJIOBMSIX (J1a-
MMHapHbIi 10TOK). Ilocne mposeneHus moounuzanuu CKK
B pe3yJIbTaTe UMMYHOCYITPECCUBHOTO AEMCTBUS BHICOKOI T103bI
H® y Bcex mauMeHTOB OTMEYEHO OBICTPOE UM BBIpAXKEHHOE

CHVDKEHHE WMMMYHOBOCHAIMTEIBHOM aKTUBHOCTH. DTO TIO-
3BOJIMJIO C 1IeJIbI0 MUHMMM3aLUM PUCKA HMHGOEKUMOHHBIX
OCJIOKHEHUI1 B Mepuoe TPaHCIUIAHTAMK OBICTPO OTMEHUTH
MMMYHOCYTIPDECCUBHBIE Tpernapartbl W CHU3UTh CYTOUYHYIO
no3y rmokokoptukonaoB (I'K) mo 3amecTuTenbHO, 9KBUBa-
JICHTHOM 5 MT/CYT. B TiepecueTe Ha MPeIHNU30JI0H.

KnuHnyeckuin cnyyan 1

[Manuentka I'., 1980 rona poxneHusi, B Bo3pacte 27 JieT
(82007 r.) oT™MeTHJIa MTOSIBJIEHME TUIOTHOTO OTeKa KUCTE, TpeX-
dasHoro cuHapoma PeitHo, apTpairuii, a Takxke aucdaruio.
Yepes 2 roma MpUCOSAMHWINCH OBIIIKA, TTPOTpecCUupyroiee
CHIKEHUE TOJEPAHTHOCTH K (PU3MUYECKOM Harpyske, Topaxe-
HUE KOXW IMCTAJTBbHBIX (haJlaHT B BUIE «KPHICUHBIX YKYCOB»,
YIUIOTHEHUE KOXU Oenep, rojieHeit, mpearieunii, muna. [pen-
MpUHUMAJIACh TombITKA JiedeHust [13 mo 40 mr/cyT. ¢ mocre-
TIEHHBIM CHIKeHUEM N03bI, azatnonpuHoM 100—150 mr/cyT.,
metorpekcatoM (MT) 10—15 mr B Henmelsto, aHTarOHUCTaMU
KaJIbLIMSI.

B depaine 2010 r. Obl1a 00cienoBaHa B OTASACHUN PEB-
matosiorun HMUILL um. B.A. Anmaszosa, rae moaTBEpXKIEH
nuarHo3 nuddysHoit popmsl CCJ (KoxxHbIN cueT PonHaHa —
24 6amnna) ¢ UIJI. Ilo naHHBIM MYJIBTUCTIMPATBHON KOMITbIO-
TepHoii ToMorpadun (MCKT) opraHoB rpyqHOi KJIETKH OT-
MeUajoch HEpaBHOMEPHOE ITOJIMCETMEHTapHOE YIUIOTHEHME
JIETOYHOM TKaHU TI0 TUITY «MaTOBOTO CTEKJIa».

[Ipy UTMMYHOJIOTUYECKOM OOCJIEIOBAHUM BBISIBJICH aH-
TuHyKJIeapHbiii dakrtop (AH® 1:1000), antutena k nRNP/
Sm++, Ro-52+, PHK nonumepase III (RP11, RP155). Tan-
HBle JTAOOPaTOPHOTO M WHCTPYMEHTAJILHOTO O0OCIeI0OBaHUI
npeacTaBieHbl B Tabnuue 1. IlanueHTke Oblia MpoBeaeHa
nyabsc-tepanust 'K (250 mr metunnpennusonona, Ne 3) u LD
(1 v LI® 1 pa3 B Mecsil BHyTpuBeHHO, Ne 3). Jlanee GosibHast
nosydyana I13 mo 10 mr B cyrku. Ha ¢oHe mpoBogumoro Jje-
YeHMUS] KIMHUYECKM 3HAYMMOM ITOJOXUTEIbHONM ITMHAMUKKA
He HaOmonanochk. OTMedYeHa oTpuiiaTesbHas nuHaMuka UITJT.
ITo manubeiM MCKT Habmomanoch yBeanmdeHue oobema rmopa-
JKEHUS JIETKUX. B ¢BSI3U ¢ TIporpeccupoBaHUEeM OCHOBHOTO 3a-
OoJieBaHUsT W HEOJIATONIPUSATHBIM TTPOTHO30M TIPUHSATO pelie-
Hue o mposeneHuu ayto-TCK.

B Hosi6pe 2010 r. B otneneHuun rematosoruu HMULL
uM. B.A. AnmaszoBa BeinoiHeHO BBeneHue LID (Bcero 6,8 1),
mobmnuzanuss CKK. Ha naHHOM a3Tame jedyeHUs] OoTMeva-
Jlach 3HAYMTEJbHAs TMOJOXUTEIbHAs TMHAMMKA— YMEHbIIIe-
HUE ONBILIKM, IJIOTHOrO OTeKa KUCTEeW, CUHApoMa PeiiHo.
B nexa6bpe 2010 r. BBINTOJHEHO KOHAULIMOHUPOBAHUE 110 CXE-
me LD 50 mr/xr/cyr. (Bcero 12,2 1), Arram 40 mr/Kr/cyrT.

Tabnuya 1. [JuHamuka 1abopaTopHbIX U UHCTPYMEHTAbHbIX N3MEHEHNI nayneHTkn . nocae ayto-TCK

Mokasarenu [lo ayTo-TCK Yepes 1 mec. Yepes 3 mec. Yepes 1 rop Yepes 3 roga
OEN 3,41 (70% L) 4,41 (90% ) 3,91 n (78% [) 4,66 n (94% [) 4,86 n (98% [)
XKEN 2,41 (72% ) 3,14 11 (90% [) 2,91 (85% ) 3,41 (100% [) 3,47 n (100% )
oon 1,0 n (64% [) 1,18 n (84% [) 1,0 n (64% [) 1,29 n (82% ) 1,34 1 (89% [)
0OB1 2,31 (69% [) 2,55 11 (90%]0) 2,31 (69% 1) 2,93 1 (102% [1) 2,71 (94% )
Hpexkc TuchdHo 81% 80% 78% 80% 81%
AHTUHYKNEapHbIi hakTop 1:1000 - 1:320 - 1:320

Cyet PogHaHa 24 6anna - 18 6annos - 14 6annos

lMpnmeyanne: ayTo-TCK — ayTonornyHas TpaHcnaaHTaynus reMonoaTu4ecknx CTBOMOBbIX KIETOK KOCTHOro moara; OEJT — o6Lyas emkocTb nerkux; XEJT — Xu3HeHHas eMKoCTb
nerkux; 00/ — octaroyHbiii 06bem nerkux, 0PB1 — 06bém hopCUPOBAHHOI0 BbI0Xa 3a NEPBYIO CEKYHAY MaHEBPA (hopcMpoBaHHOIO BblA0Xa, [ — AOMKHbIK 06bEM
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A N
Pue. 1. Mauynentka I o ayro-TCK

(Bcero 9,6 1), MeTwInpeaHu3osoH 250 Mr/cyr.; mpoBeme-
Ha ayTo-TCK. IlepeHOCMMOCTb OblIa YIOBJICTBOPUTEIBHOI.
Ha I+5 yposens neiikouutoB coctaBui 0,1x10°/1. Boccra-
HOBJICHME TPaHyJIOIMTOI033a npousonio Ha +13. Tepa-
nus B niepuon npoBeneHus ayto-TCK Bkirouana 13 B mose
5 Mr/cyT. JlaHHBIe TaOOPaTOPHOTO 0OCIeIOBaHUS Yepe3 3 Me-
csaua nocie ayro-TCK nipencrasieHs! B Tadbnuie 1. Ha pucyH-
kax 1 u 2 npencrasieHsl hortorpaduu NALMEHTKU 10 U TIOCIe
ayto-TCK.

[Mocne ayro-TCK Habnomanock najapHeiiliee yaydiie-
HHME CO CTOPOHBI KOXHBIX U COCYIUCTBIX MPOSIBICHUI 3200716~
BaHUS (YMEHbILIEHHUE MJIOTHOTO OTeKa KOXM, BBIPAXXEHHOCTHU
cuHapoMa PeiiHo, perpecc cycTaBHOro CUHIPOMA).

Yepe3 6 Mec. B CBSI3U C HEOOXOIMMOCTBIO COXPAaHHUTHh
MOCTUTHYTBIM 3ddeKT, ynepxkaTb CTAaOUIBHOE COCTOSHUE
U TIpeIyTPeNTh BOBMOXHOE 000CTpeHUE MMPUHSTO pellieHne

[ .

Puc. 3. MCKT nerxkux naywentku I., 2010 r. (o ayto-TCK). B Hmx-
Helll 10716 JIEBOr0 IErKOr0 BbISIBASIOTCS CYOMIEBPAIbHO PAChono-
JKEHHbIE 30HbI MHTEPCTULNATIbHBIX U3MEHEHUI 110 TUMY «MaToBOro
CTeKna» (CTpeska)

HayyHo-npakTtnyeckas pesmaronorns. 2022;60(3):381-387
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Pue. 2. Maynentka I'. nocne ayto-TCK

0 MPOBEACHUU aHTU-B-KJIeTOUHOI Tepanuu; K JeYeHUIO 10-
o6aBieH MT 20 mr B Henmento. B utone 2011 r. BBIOJTHEHO
BBegeHue PTM 1000 mr, a B ¢eBpasne 2012 r. mpoBeneH Mo-
BTOPHBII Kypc. OTMeuanach yaoBIeTBOPUTEIbHAS TIEPEHOCH -
MOCTh TE€panuu, CTaTUCTUYECKU 3HAYMMasl TOJIOKUTEIbHAs
IWHAMUKaA — YBEJIMYCHUE TOJEPAHTHOCTU K (PU3NUECKOM Ha-
rpy3Ke, YAydllIeHHe TToKa3aTeneil PYHKIIMM BHEITHETO AbIXa-
Hus U 6onutieTu3morpadun. B 2013—2014 rr. 661712 TIpOI0IT-
xxeHa tepanusi PTM B penyuuposanom pexume 500 mr 1 pa3
B TOJI.

C 2013 r. nauMeHTKa caMOCTOSITEIbHO MpeKpaTuia Npu-
em [13 1 MT. Ha naHHbIii MOMEHT OHa YYBCTBYET ceOsl YIOB-
JIETBOPUTEJIbHO, KJIMHUYECKasl KapTUHA MCUYEePIbIBAeTCS JIer-
KMMU MPOSIBJICHUSIMU CUHApOMa PeiiHO 1 CKJIepoIaKTUINEN.

Hannbie MCKT nerkux mpeacTaBieHbl Ha pUCYHKax 3
(2010 ., mo aytro-TCK) n 4 (2021 1.).

Puc. 4. MCKT nerxkux nayneHtku I, aryct 2021 r. YmeHbLueHne cTe-
18HN BbIPAXXEHHOCTY CYONIEBPATIbHO PACTONIOXEHHbIX UHTEPCTULN-
arnbHbIX USMEHEHWI 110 TUIY «MaTOBOro CTeK/a» B HUXHEN [071e Jie-
BOI0 JIErKOro ¢ ¢hopMupoBaHNemM Ha 3TOM (QOHE HEMHOT0YNCTIEHHbIX
(hUBPO3HBIX 04aroB (CTPesKa)
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Pue. 5. [aynenTka J1. go ayro-TCK

Knunuyeckuin cnyyan 2

IMammentka JI., 1984 roma poxneHusi, B Bo3pacte 24 nert
OTMeTHJIa TIOSIBJICHUE TIPOTPECCUPYIOINIe OOIIei U MBIIIEUHON
cnaboctu, Oojieil B cycTaBaX, MOBBILIEHUE TeMIIepaTyphbl Tesia
110 39°C, muy3Hoe BbIMaaeHNE BOJIOC, ITIOTHBIN OTEK MajIbleB
KucTel 1 koxu auna. Ilanuentka nonydana I13 B no3ze 40 wmr.
B suBape 2009 r. rociutamusuposana B HMULL um. B.A. Asn-
MazoBa.

ITpu moctyrieHun BoigBaeHBl npusHaku WMITJ, cuH-
npom PeiiHo, cknepomaktuiaust, AH® B turpe 1:10240, aHTH-
teta kK nRNP/Sm+++, Sm++, Ro-52+++, SSA+++, a tak-
ke K aBycrimpanbHoii JJHK — 6omee 200 ex./Mi. YcTaHoBIeH
nuarHos CCJI.

JlaHHbBIE TAOOPaTOPHOTO U MHCTPYMEHTATBHOTO 00CIen0-
BaHMS B IMHAMMKE TpeICcTaBIeHbl B Tabnuie 2. Haznauen LI
B no3e 200 Mr B Henemo (10 HAKOTUIEHUST KYMYJISITUBHOI O3Bl
3r)uI13 B mo3e 10 mr B cyTKu. Jlasiee B KauyecTBe 6a3MCHOTO ITpe-
napara rosydaja azatuorput B no3e 100 mr B cytku. Hecmo-
TpsI Ha IIPOBOAMMYIO TEPAIIKIO, YCHIMIKCh KaI00bl Ha OBIIIKY,
HapacTaJl IJIOTHBIN oTeK kucteit (cuer PomHana — 25 6ayuios),
Mo AaHHBbIM OonuruisiTudmMorpaguu Ha 2010 r. ob1ast eMKOCTh
JIETKUX COCTaBsuia 64% OT HOJDKHOTO, XM3HEHHAs €MKOCTb
Jerkux — 68% ot moikHoro, audddy3noHHasE CIOCOOHOCTh

Pue. 6. [NaynenTka J1. nocne ayro-TCK

nerkux — 33% ot nospkHoro. B ¢Bsi3u ¢ HEGIAronpUsATHBIM IIPO-
THO30M TIPUHSTO pelieHue o mpoBeaeHun ayto-TCK.

B nexa6bpe 2010 r. mammeHTKa mepeBeleHa B OTIe-
neHue reMmarojoruu HMMUWILL um. B.A. AnmaszoBa, mpoBe-
neHa Mobwmwmzauust reMonoatudeckux CKK ¢ mx mocre-
nytomnM adepeszom. IlTocne BBemenmst L[D (Bcero 6,6 1)
HaOMomancsl perpecc IJIOTHOro oteka Kucrei. [lanmeHTKa
nostydasia 5 mr I13 B cyTku.

B despane 2011 roga BeIMOJIHEHO KOHAULIMOHUPOBAHUE
o cxeme LI 50 mr/xr/cyT. (Bcero 12 1), Atram 40 Mr/KT/CyT.
(Bcero 9,6 r), metumnpenHusoion 250 mr/cyt. [1poBeneHa ay-
T1o-TCK. PaHHUI1 MOCTTpaHCIIAHTALIMOHHBINM MEPUOI OCTOX-
HUJICS ABYCTOPOHHE HO30KOMMAJIBHOM ITHEBMOHUEH, pa3BUB-
wreiics Ha J1+4. bolina npoBeneHa aHTUOAKTepUaIbHasl Teparus
C TIOJIOXKUTENBHBIM 3¢ dekToM. BoccTaHOBIIEHHE TeMOI033a
npowu3soiuio Ha JI+14.

[Mocne mpoBeneHust ayto-TCK coxpaHsuiach MOJIOXHU-
TeJbHas KJIMHUYeCcKas TMHAMUKA TIJIOTHOTO OTeKa, OTMEYEHO
YMEHbILIEHUE MPOsIBIeHUI cuHapoma PeitHo, cHUXXeHUe TH-
tpa AH® (Taba. 2). BeisgBIeHO yMEHBIIEHNE BbIPAXXEHHOCTU
MHTEePCTULMAJIBHBIX U3MeHeHM Jierkux 1o gaHHbiIM MCKT,
yYMEHbIIIEHUE pPa3MepPOB BHYTPUIPYAHBIX J1uMboy3aoB. PDo-
Torpapuu maumeHTKH g0 u Tociae ATKM mpencraBieHb
Ha pucyHkax 5 u 6. ITo ganueiMm MCKT ymeHbLImics oobeM

Tabnnya 2. [JnHamuka 1abopaTtopHbIX U UHCTPYMEHTAbHbIX U3MEHEeHU nauneHTku J1. nocne ayto-TCK

Mokasatenu Mo ayto-TCK Yepes 1 mec. Yepes 3 mec. Yepes 1 rop Yepes 3 ropa
OEN 3,21 (63,5% ) 2,79 n (56% [) - 3,851 (77% 1) 4,18 n (83% )
XKEN 2,41 (68% L) 2,150 (61% L) - 3,26 n (94% [) 3,6 1 (100% )
oon 0,63 n (45% [) 0,62 n (45% [1) - 0,58 n (42% [) 0,56 n (39% [)
00B1 2,34 1 (73% 1) 2,09 n (66% [) - 3,151 (100% L) 3,27 n (104% L)
Nugeke TudpdHo 92% 93% - 91% 91%
AHTUHYKNEapHbIi hakTop 1:10240 - 1:1000 1:320 1:320

AntuTena k ggycnupansHon OHK, ea./mn 6onee 200 75 109 95 160

Cuet PopHana 25 6annos - 14 6annos - 4 6anna

lpnmeyanne: ayTo-TCK — ayTonornyHas TpaHcnaaHTaymus reMonoaTu4ecknx CTBOMOBbIX KIETOK KOCTHOro moara; OEJT — o6Lyas emkocTs nerkux; XEJT — Xu3HeHHas eMKoCTb
nerknx; 00/1 - octatoqHbiii 06bem nerkux; 0BT — 06bém hopcupoBaHHOI0 BbIA0XA 3a MEPBYIO CEKYHAY MaHEBPA (hopcpOBaHHOro BbifoXa; [ — AOMKHbIN 00beM
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WHTEPCTUIIMATBHBIX U3BMEHEHUI B 000X JIETKUX ITO TUITY YTOJI-
IEHUsST MEeXIOJbKOBBIX W BHYTPUIOIBKOBBIX TEPETOPOIOK.
VYMenbmnoch aud¢y3Hoe CHUXKEHUE THEeBMaTHU3aLMU JIeroy-
HOU TKaHU 000UX JIETKHX IO TUITY «MaTOBOTO CTEKJIa».

B cBs13u ¢ coxpaHeHreM 1abopaTOPHOI aKTUBHOCTHU U CHU-
SKEHHBIX JIETOYHBIX 00BEMOB C LIEIbIO MPEAYTIPEKIECHUST BO3MOX-
HOTO 000CTPEeHMSI TIPUHSITO PEllieHNe O TIPOBeIeHNH aHTH- B-Kite-
touHoit Teparmu. C mast 2011 r. mo ampens 2014 1. manMeHTKa
nonydyana PTM B nose 1000 mr 1 pa3 B 6 MecsiuieB, a Takke I13 5 mMr
B cytku, MT 20 Mr B Henesto, TiapoKcrxIopoxuH 200 Mr B CyTKH.
OTMeuasioch yBeJIMYeHNE AbIXaTeTbHbIX 00BEMOB.

B nmanpHeiinieM KIMHMYECKOW aKTUBHOCTM 3abojeBa-
HUST HE OTMEYEHO, COXPAHSUTNCH TIPOSIBIIEHUs cuHIpoma Peii-
HO, a TaKXKe UMMYHOJIOTMYecKast akTUBHOCTh. B 2018 1. B cBsI3n
¢ TJTaHUpPYyeMOi 6epeMEeHHOCTBIO TallMeHTKa MpeKpaTuia 6a-
3UCHYIO Tepanuio, B 2019 r. pomwia 3mopoBoro pedeHka.

Ho 2021 r. wHaOmomamach CTOMKass peMUCCHS.
ITo naHHbIM KOoHTpoJbHOU MCKT opraHoB rpynHo# KJIeTKu
ot 19.07.2021 10 JIETOYHBIM TIOJISIM C 06enX CTOPOH CYyOTLIeB-
pajibHO, B CPEAHUX U HUKHUX OTAENIax OTMeueHbl uddy3HbIe
ceTyaTble U3MEHEHMS JJeTOUHOM TKAHM 3a CYET YCHIJICHUS T1e-
pudeprIecKkoro JIETOYHOTO WHTEPCTUIUS (YTOJIIeHUe CTe-
HOK BTOPUYHBIX JIETOYHBIX J0J€K U BHYTPUIOJbKOBBIX TIepe-
roponok). IlanmeHTKa oTMeTHIa HapacTaHWe OABIIIKU. BbuT
MpOBeNeH Kypc Tepanuu putykcumadoom 1000 mr.

Ha pucynkax 7 u 8 npencrannenbl cpe3bl MCKT nerkux
cootBeTcTBeHHO 110 ayTo-TCK, B 2010 r. u B utose 2021 r. He-
CMOTpSI Ha TIOBBIIIEHNE aKTUBHOCTHU 3aboneBanus B 2021 r.,
npu cpaBHeHun MCKT nerkux or 2010 r mo ayro-TCK
1 oT 2021 r. 0OTMEYaI0TCs yCUJIeHUEe MHEBMATU3ALIMU U JIOKAJH -
3a1ust GUOPO3HBIX U3MEHEHWH.

O6cyxpeHue

Ha 2021 r. B peructpe EBponeiickoro o01ecTBa 1o TpaH-
CIUIaHTallMM KOCTHOTO MO3ra 3apeructpuponaHo ooJjiee 3000 na-
LIMEHTOB C PEBMATUYECKMMU 3a00JIEBAHUSIMU, KOTOPHIM ObLIa
nposeneHa ayto-TCK [7].

[ S

Puc. 7. MCKT nerkux nauymentkun J1., 2010 r. (go ayto-TCK). [Tpeumy-
LL{ECTBEHHO B HUXHUX JONISIX 060UX JIErKNX MPOCIEXUNBAKOTCS UHTEP-
CTULMATIbHBIE N3MEHEHUS B BUAE YTOJLLEHNS BHYTPU- Y MEX0/TbKO-
BbIX 16PEropoAoK, ANGDY3HOE CHIKEHNE THEBMATU3ALIMY TIErOYHOI
TKaH 10 TUIy «MatoBOro CTEKNIA» C HaNNYnem Ha 3ToM YOoHe ean-
HUYHbIX BO3AYLLIHbIX [10/10CTEH (CTPEsKM)
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IlepBoHaYabHBINA SHTY3HMA3M CMEHWICS TOHUMaHUEM,
YTO JOCTUTHYTOE CHUXKEHNE aKTUBHOCTY UMMYHOBOCITAIUTEITh-
Horo mpouecca nociie ayro-TCK oka3biBaeTcss HECTOMKUM Y Ma-
LIMEHTOB C PEBMATOMIHBIM aPTPUTOM, IOBEHUIBHBIM apTPUTOM.
3auactyto y 6onpHbIX CCJl paHHMe pe3ynbTaThl ObLTH Gojee 00-
HaIEeXWBAIOIIMMU, YTO TIO3BOJIWIO BBITTOJHUTH 3 PAaHAOMU3U-
PpOBaHHBIX KJIIMHWYecKuX uccaenoBanus (PKN).

B PKW ASSIST [8] Bkatoueno 19 nmauuentoB ¢ CC.
Y 10 u3 Hux Obw1a mpoBeneHa ayto-TCK, m HaGmomanoch
yAydlleHe KIMHUYECKUX TMPOSIBICHUI 3a0ojieBaHusI B Teue-
HUe nocyieayronmx 12 Mecsiues, B TO BpeMs Kak y 9 mauueH-
TOB M3 TPYMITBI cpaBHeHMs, TTonydaBmux LID, cHikenns ak-
tuBHOCTU CCJI 1 3aMeyIeHUSsT TPOrpecCUpOBaHUS U3MEHEHU I
JIETKUX He Habmonaaoch (oTHomeHue maHcoB — 110; 95% AU:
14,04; —oo; p=0,00001).

B PKU ASTIS 6but0 BriItoueHo 156 maumenros ¢ CCII.
B niepByto rpymity Bolin 79 6071bHBIX, KOTOPBIM Oblia ITPOBE-
neHa ayto-TCK, a Bo BTopyto — 77 MallMEHTOB, MOJTYyYaBIINX
L® [9]. B Teuenue nepBoro roga HaOGIIOACHUS B IPYIIIE ay-
10-TCK oTMeYanoch CTaTUCTMYECKM 3HAYMMOE YBeJIMUYeHHe
YUCITa JIETATBHBIX UICXOIOB IO CPABHEHUIO C TPYTITIONf MaleH-
TOB, noay4daBmux LI® — coorBeTcTBeHHO 8 1 0 (p=0,007). On-
Hako npu ucrnosb3oBanuu ayro-TCK oT™Mevanoch NoBbILIEHUE
nmosrocpounoii (p=0,006; ¢ 3-ro o 10-i1 roasl HAGIIOAEHNS)
u obmeit (p=0,002; ¢ 3-ro 1o 10-ii roabl HAOIIOACHNS) BBIKM-
BaEMOCTH.

B PKM SCOT [10] panmomusupoBaiu 36 y4aCTHMKOB
B rpynmy ayto-TCK u 39 — B rpynmy koHtpons. [Tokazatenu
BBDKMBAEMOCTH B TeueHUe 54 MecsiiieB cocTaBuin 79% B rpyIi-
e ayro-TCK u 50% — B rpymnme LHD (p=0,02). CMepTHOCT®,
cBsI3aHHas ¢ JieueHueM, B rpynmne ayro-TCK cocraBuna 3%
3a 54 mecsiua u 6% 3a 72 Mecsiia o cpaBHeHuto ¢ 0% B rpyii-
e LHD.

IMpuuuHBI CMEPTH, CBS3AHHOM C JIeYeHUEM, TIPU ayTO-
TCK Bkaouanu peakTuBauMio Bupyca DmuureiiHa — bapp,
TMMGbOMY, CepIedHyIo He0OCTaTOYHOCTh, MH(MAPKT MUOKap-
a W OCTPBIN PEeCrMpPaTOPHBIA TUCTPecC-CUHIPOM. AyTO-
TCK takke 6b11a cBsI3aHa ¢ 60J1€€ BBICOKMM PUCKOM BUPYCHBIX

Puc. 8. MCKT nerkunx naumneHtku J1, 19.07.2021. YmeHbLeHne cTe-
18HN BbIDAXXEHHOCTY W M710LLAAN PACTPOCTPAHEHNS NHTEPCTULMATTL-
HbIX UBMEHEHUI B JIErKUX, YaCTUYHOE BOCCTAHOB/IEHNE MTHEBMATN3A-
Lun JIErOYHON TKAHW, YBETINYEHUE KOJIMYECTBA MEJIKUX BO3AYLLHbIX
10J10CTeN B HUXKHUX [ONISX 000UX JIErkux (CTPEsKu)
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undexumii (27,8% B rpynne ayro-TCK, 1,3% — B KOHTPOJIb-
Hoii rpymme; p<0,001).

B Meraananuze, nposenenHom D. Farge B 2020 r. [11],
rmokasaHo, 4to ayro-TCK cnocoOGCTBYeT OBICTPOMY JTOCTHKE-
HUIO KOHTPOJISI aKTUBHOCTA W TOPMO3UT IPOTPECCUPOBAHUE
MopakeHusl OpraHoB-MHUILeHel (Koxa U Jierkue). Ha mportsi-
XXKeHnM 1-To roma HabmomaeTcst HeOOIbIION TOIBEM CMEPTHO-
CTH, CBSI3aHHBI C PUCKOM WMHGMEKIIMOHHBIX M TOKCHUYECKUX
ocjoXHeHui. OmxHaKo y MepexXuBIINUX 1-it roa HaGmoaeHUS
BBDKMBAEMOCTH JIydllie, 4eM y rmorydaBimmx L[D.

CornacHo pekomeHnauusiM EBporneiickoro anbsiHca peB-
Marosnormyeckux accomumanuii (EULAR, European Alliance
of Associations for Rheumatology) o neyenuto CCJI, ayto-
TCK paccmaTpuBaeTcs Kak BO3MOXKHasl TeparneBTUyecKas orl-
s [12]. OqHaKO 3TOT METON MMEET Cepbe3HbIe OTPAHIMUEHUS
M3-32a BBICOKOI JieTasibHOCTH (0 10%) ¥ MOXET MPUMEHSIThCS
JIAIIB Y OTIPEIeIeHHBIX TAllMEHTOB.

B namem HaGmoneHuun nposeneHue ayto-TCK c¢ mo-
cleayloliein  Tepanueil  pUTYKCMMaOOM  MO3BOJIWIO  J0-
CTUYb OBICTPOTO KOHTPOJISI aKTUBHOCTHU 3a00JIeBaHMS y 00emx
naiueHTokK. [Tonsitue pemuccuu npu CCII Ha TaHHBI MOMEHT
OTCYTCTBYET, KaK W BaJIMIUWPOBAHHBbIE KOJUYECTBEHHbIE WH-
NIEKCHl aKTUBHOCTH, TTIOTOMY B KIIMHUYECKUX UCCIIeTOBAHUSIX
IUTST OLIeHKU 2 eKTa Tepanuu NCIoIb3yI0TCs Pa3InIHbIE Cyp-
poratHble TTonxoasl. OMHAKO cOCTOsSTHUE MarueHTKu [. 1o Ha-
CTOSIIIIETO MOMEHTAa MOXHO PAaCIIeHUTh KaK KIMHUYECKYIO pe-
MUCCHUIO.

Y mamuentku JI. B teuenue 10 ser mocne ayro-TCK
He TIOSIBJISTOCh HOBBIX XaJl00, YTO MO3BOJIWIO POIUTH 310PO-
Boro pebeHka. HecMoTpst Ha MOBBILIEHHME aKTUBHOCTH 3a00-
sneanus B 2021 r., npu cpaBHenuu MCKT nerkux ot 2010 r.
(mo ayto-TCK) 1 ot 2021 . MOXXHO BUAETb YMEHBILIEHUE CTe-
TeHW BBIPAXKEHHOCTW W TUTOIIAAM PACTIPOCTPAHEHUS] WHTEp-
CTUIIMATBHBIX U3MEHEHUI B JIETKUX, YaCTUIHOE BOCCTAHOBJIE-
HME TTHEBMAaTU3allUM JIETOYHOUW TKaHU. DTO CBUIAETEIbCTBYET
0 TOM, YTO B JaHHOM cCJIydae TPOBEICHHYIO TepParnuio MOXKXHO
CUMTATh YCIIEIITHOM.

HeobOxonnmMo oTMETHTB, 9YTO B 000MX CIydasix Wit ¢hop-
MUPOBaHUS CTOMKOW UIMTEILHOM peMUCCUU MOTpedOBaIOCh
MpoBeeHue 2-To dTana Tepany — BBeIeHe pUTyKcuMaoa.

NUWTEPATYPA / REFERENCES

1. Steen VD, Medsger TA. Changes in causes of death in systemic
sclerosis, 1972—2002. Ann Rheum Dis. 2007;66(7):940-944.
doi: 10.1136/ard.2006.066068

2. Goldin JG, Kim GHJ, Tseng CH, Volkmann E, Furst D,
Clements P, et al. Longitudinal changes in quantitative interstitial
lung disease on computed tomography after immunosuppression
in the Scleroderma Lung Study I1. Ann Am Thorac Soc.
2018;15(11):1286-1295. doi: 10.1513/AnnalsATS.201802-0790C

3. Giuggioli D, Lumetti F, Colaci M, Fallahi P, Antonelli A, Ferri C.
Rituximab in the treatment of patients with systemic sclerosis.
Our experience and review of the literature. Autoimmun Rev.
2015;14(11):1072-1078. doi: 10.1016/j.autrev.2015.07.008

4. Zacay G, Levy Y. Outcomes of patients with systemic sclerosis
treated with tocilizumab: Case series and review of the literature.
Best Pract Res Clin Rheumatol. 2018;32(4):563-571. doi: 10.1016/
j.berh.2019.01.011

5. AsaeeB CH, Ananbena JIT1, XKunses EB, 3onoBa EB,
Knumenko AA, Konesa OA, u nip. Pesomonnst CoBeTa aKcnep-
TOB, MOCBSIIEHHOTO TeMe « MHTepcTuIaabHble 3a001eBaHNUs
JIETKUX TIPU CUCTeMHO# ckiepoaepmun» (14 oxtsaopst 2019 r.,
Mocksa). Cospemennas peemamonoeus. 2020;14(1):125-128.

386

B Hacrosiiiee Bpemsi octaeTcss OTKPBITBIM BOIIPOC O He-
00XOIMMOCTHU TIonAepKuBatomieit Tepanuu nocie ayro-TCK.
C yueToMm ocobeHHocTeit matoreHe3a CCJI ripencrapisercs 3a-
MaHYMBOI MIies NCITOTb30BaHMS aHTU - B-KJIeTOYHBIX ITperapa-
TOB, UTO OOBSICHSIETCS pSIIOM cooOpaxkeHmit. [1aToreHHast posib
B-xJ1eToK pu ayTOMMMYHHBIX 3200JIEBAHUSIX peaJIU3yeTCs pa3-
JMIHBIMYA TTyTSMU. OHU TIPORYLIMPYIOT ayTOAHTHUTENa U BbI-
CTYIAIOT B KaYeCTBE aHTUTECH-TIPE3eHTUPYIOIINUX KJIETOK, TeM
CaMbIM CITOCOOCTBYSI BOBHMKHOBEHHIO M TIEPCHUCTEHIIUU ay-
TOopeakTUBHBIX T-KiaeTouHbIX KJIOHOB [13]. Kpome Toro, nme-
I0TCSI yKa3aHus Ha ydyacTue B-kyeTok B maroreHese ¢puodpo3sa,
B TOM YMCJI€ TTOCPEACTBOM MPOAYKIIMU MPO(GUOPOreHHBIX 111 -
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TIO3HOM XUMUOTepanuu. BBUIy 3TOTO MpeacTaBisieTcss 000CHO-
BaHHBIM TTponoJkeHue Teparuu PTM B mocTTpaHCIUTaHTaI-
OHHOM Tiepuozie (TaK Ha3bIBaeMasi OYMCTKAa TpaHCIUTaHTaTa
in vivo) [6].
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