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WHTepcTuumanbHbie 3aboneBaHus Nerkux
W ayTOUMMYHUTET

E.J1. Haconos', J1.M. AvaHbeBa', A.C. beneBckuii?

IMopaskeHue JIerKuX OTHOCUTCS K YUCITY YaCThIX CUCTEMHBIX MPOSIBJIEHUI CUCTEMHBIX ayTOMMMYHHBIX PEBMa-
Tuaeckux 3aboneBanuii (CAP3), mpu KOTOPBIX B ATOJOTMYECKUIA MPOLIECC BOBICKAIOTCS BCE KOMITOHEHTHI
pecnupaTopHoit cructeMbl. OCOOEHHO BakHOE MECTO 3aHUMAIOT MHTEPCTUIMAIbHBIE 3a00JI€BaHUST JIETKUX
(M3J1), Hepeako nmpuBOASIIME K PAa3BUTUIO MPOrpeccupyollero JerouHoro ¢puodposa (IJIPD). B pamkax U3J1,
acouunpoBaHHbIX ¢ CAP3, yCIOBHO BBIIEISIIOTCS CEAYIONINe KIMHUYeCKe KaTeropun nmaueHTon: M3J1

y aLMEHTOB ¢ JocToBepHbIM nuarHo3om CAP3; M3JI kak nepBoe nposiBieHune CAP3; M3J1 unu nHTEepcTULIM-
aJIbHbIe THEBMOHUM C ayTOMMYHHBbIMU npu3HakamMu. Kimnuueckue denoruns U3J1 npu CAP3 (MU3JI-CAP3)
BapbUPYIOT OT «0ECCUTNITOMHBIX» 10 «OBICTPO MPOrPECCUPYIOIINX», B PA3HON CTETIEHH CBSI3aHHBIX C (haKTopamu
pUCKa MOPaKeHUSsI JIETKUX, YTO CJeAyeT YUUTHIBATh MIPU MPOBEACHUH LIEIEHATIPABICHHOTO KJIMHUKO-TabopaTop-
HOTO M MHCTPYMEHTAJIbHOTO CKPMHUHTA U HA3HAUYEHUU MTPOTUBOBOCTIATUTEIbHON U aHTU(DUOPO3HON Tepanuu.
B mpakrtuke mynsmoHosora nauueHT ¢ M3J1 moxeT umeTtsb yxe yctaHoBieHHoe paHee CAP3, m1bo 3ToT nuarsos
MOXET OBITh 3aIT0I03PEH HA OCHOBAHMH Psifia KIMHUYECKUX CUMIITOMOB, XapaKTePHBIX JIJIs1 PEBMATUYECKUX
3a0osieBaHuii. [narnoctuka M3J1, accoumupoBanHbix ¢ CAP3, npeacrasisieT CJI0XHYIO MPo0JeMy, YTO IUKTYET
HEO0OXOIMMOCTh MYJIBTUANCLIUIUIMHAPHOTO MOIX0/1a, OCHOBAHHOTO Ha B3aMMO/ICIICTBUU PEBMATOJIOTOB, MYJIbMO-
HOJIOTOB M peHTreHoJioroB. Bo3aMoxkHocTy 1 nepcnekTubl (hapmakorepanuu M3JI-CAP3 ocHoBaHBI Ha paluno-
HaJIbHOM UCTIOJIb30BaHUK MTPOTUBOBOCTAIUTEIbHBIX, UMMYHOMOIYJIUPYIOIINX 1 aHTU(HDUOPO3HBIX MPEapaTos.
Crenyer aKIIEHTUPOBATh BHUMAaHUE Ha CIIEAYIOLINX OCHOBHBIX MPoOieMax, CBsI3aHHBIX ¢ hapMakoTepanueit
W3JI-CAP3: BblaeieHre MalMeHTOB ¢ OBICTPO MPOrPECCUPYIOLIUM B OTHOILIEHUHU JIETOYHOTO (hubposa heHo-
TUTIOM 3a00JIeBaHUsI; BKJIAl aKTUBHOCTHU BocMaieHus ; 3¢ dEKTUBHOCTh TEPANMi B OTHOIIIEHUH BEAYIIUX «BHE-
JieroyHbix» nposiBieHnit CAP3 ¢ 0[HOIT CTOPOHBI U TOKCMYHOCTU B OTHOLICHUU JIETKUX — C IPYrOi B pamMKax
peanu3aluy KOHLEMIUN «JIeYeHUe 10 MOCTUXEeHUs Lein». KpymHeiiiiee noctikeHue dpapMakoTepaniu ayTo-
MMMYHHBIX OoJie3Heit cBsa3aHo ¢ npumeHeHreM CAR (chimeric antigen receptor) T-KJIeTOUHO# Tepanuu, Mexa-
HU3M JeCTBUSI KOTOPOIi CBSI3aH C 3JIMMUHALIMEN TTATOTeHHBIX ayTOpeakTUBHBIX B-kieTok. [IpenBapurtenbHbie
NMaHHBIE CBUIETEIbCTBYIOT O €€ BHICOKOU 3(D(PeKTUBHOCTH B OTHOLICHUH LITUPOKOTO CIEKTPa KIMHUIECKUX
nposieiaeHuit ipu CAP3, B ToM uucie nipu nporpeccupoBanuu M3J1 y mnauMeHTOB ¢ CUCTEMHOM CKJIepoaepMueii
1 aHTUCUHTETAa3HbIM CUHIPOMOM, U SIBJISIIOTCSI BECKUM TOKA3aTeIbCTBOM Ba>KHOM POJIM ayTOMMMYHHBIX MeXa-
HU3MOB B natoreHese M3J1.

KiroueBble cj10Ba: CUCTEMHbIE ayTOMMMYHHbBIE PEeBMaTUUeCKUe 3a00JIeBaHUsI, MHTEPCTUIMATbHBIC 3200 IeBAHMSI
JIETKUX, ayTOAHTHUTEIa

Jns marupoBanus: Haconos EJI, AnanbeBa JIT1, Benebckuit AC. MHTepcTUIIMaIbHBIE 32a001¢BaHUSI JIETKUX U ayTO-
ummyHnuret. Hayuno-npakmuyeckas peemamonoeus. 2025;63(2):119—128.

INTERSTITIAL LUNG DISEASES AND AUTOIMMUNITY
Evgeny L. Nasonov, Lidia P. Ananyeva, Andrey S. Belevsky

Lung disease is one of the most common manifestations of systemic autoimmune rheumatic diseases (SARDs),
involving all parts of the respiratory system in the pathological process. Interstitial lung diseases (ILD) are of great
importance and often lead to the development of progressive pulmonary fibrosis (PPF). The following clini-

cal categories of patients are distinguished within ILDs associated with SARDs (ILD-SARDs): ILD in patients
with a reliable diagnosis of SARDs; ILD as the first manifestation of SARDs; ILD or interstitial pneumonia

with autoimmune features. Clinical phenotypes of ILD-SARDs vary from «asymptomatic» to «rapidly progress-
ing» are related with risk factors for progressive lung damage. These phenotypes should be considered for con-
ducting clinical, laboratory and instrumental screening and prescribing anti-inflammatory or antifibrotic therapy.
In the pulmonology practice a patient with ILD may have previously established SARDs, or this diagnosis could
be suspected based on a number of clinical symptoms of rheumatic diseases. Problem of ILD-SARDs diagnos-

tic is very complex, which determines a multidisciplinary approach based on the interaction with rheumatolo-
gists, pulmonologists and radiologists. The possibilities and perspectives for pharmacotherapy of ILD-SARDs

are based on the rational use of anti-inflammatory, immunomodulatory and antifibrotic drugs. The following
issues related to pharmacotherapy of ILD-SARDs should be emphasized: identification of patients with a rap-
idly progressing phenotype of pulmonary fibrosis; the contribution of inflammatory activity; the effectiveness

of therapy in relation to the leading “extrapulmonary” manifestations of SARDs and pneumotoxicity within the
implementation of the “treat to target” concept. The greatest achievement in the pharmacotherapy of autoimmune
diseases is associated with the use of chimeric antigen receptor (CAR) T-cell therapy, which mechanism is asso-
ciated with the elimination of pathogenic autoreactive B-cells. Preliminary data of CAR T-cell therapy indicate
the high efficacy in a wide range of clinical manifestations of SARDs, including the progression of ILD in patients
with systemic sclerosis and antisynthetase syndrome, and there are strong evidence of the important role of auto-
immune mechanisms in the pathogenesis of ILD.
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AYTOMMMYHHUTET — TATOJIOTMYECKUI TpoLecc, CBsI3aH-
HbII ¢ AedekTaMu UMMYHOJIOTUYECKON TOJIEPAaHTHOCTU K Ha-
TUBHBIM WIM MOIU(PUIMPOBAHHBIM OeJlkaM TKaHel (ayTo-
aHTUTeHaM), XapaKTepusyeTcsl IpeobIamaHreM aKTUBAIIU
MPUOOPETEHHOTO (ATAITUBHOTO ) UMMYHUTETA, 2 UMEHHO INCpe-
ryasiimeit Th (T helper) 1-, Th17- u B-k1eTo4HOr0 UMMYyHHOTO
otBeTa. OH peanm3yeTcsl ¢ y4acTUeM CUCTEMHBIX, TTapaKPUHHBIX
U ayTOKPUHHBIX MEIUATOPOB, YYACTBYIOIINX B UMMYHOPETYJISI-
LIMA ¥ BOCTIAJICHUU (IIMTOKWHBI, XeMOKUHBI, (haKTOpBl pOCTa,
TPOCTATJIAHIWHEI U JIESHKOTPUEHBI, METAIONIPOTEMHA3BI U JIP.),
MoCTTpaHCISIIMOHHBIX (pakTopoB (PHK-cBsi3bIBatomie Oe-
ku, He-konupyoie PHK, Bkiouas mukpoPHK) u curnaib-
Hoix nyteit (JAK/STAT, NF-xB, MAPK, PI3K u np.), peryiau-
PYIOIIMX TUTOKUH-3aBUCUMYIO aKTUBALIMIO KJIETOK UMMYHHOM
CHCTEMbI U TIPOSIBIISIETCS] TUIIEPIPOAYKLIMEN ayToaHTUTEN [1—
3]. B ocHOBe ayTOMMMYHHO! MATOJOTHU JIEXKUT KOMILIEKCHOE
B3aMMOJIENICTBIE TEHETUYECKU TETEPMUHUPOBAHHBIX U SIIHTE-
HETUYeCKUX Ne(PeKTOB UMMYHUTETA, HApYyIIEHU (MMMYHO-)
MeTaboIM3Ma UMMYHHBIX KJIETOK, BEIYIIUX K «IACOaTaHCy» pe-
TYJSITOPHBIX MEXaHU3MOB, OTPAHUIMBAIOIINX TTaTOJIOTMIECKYIO
aKTHBAIMIO UMMYHHOI CUCTEMBI B OTBET Ha IMOTEHIIMAIBHO Ta-
TOTEHHBIE («TPUTEPHbIE») (HAaKTOPBI BHEIITHE CPE/Ibl.

AyTOMMMYHHBIE 3a00JieBaHUSI — (DEHOTUITMYECKU TeTe-
pOTeHHbIe KTMHUKO-UMMYHOJIOTMYECKUE CUHIPOMBI, XapaKTe-
pusyoluecs NoIMMopdU3MOM KakK YHUKAIbHBIX, TaK U O0LINX
(4aCTUYHO TEePEKPEIINBAIOIINXCSI) KIMHUYECKMX M MaTOJI0-
TMYECKUX TIPOSIBICHUI, pa3HOOOpa3reM BapuUaHTOB TEUEHUS,
«OTBETa» Ha TIPOTUBOBOCMATUTENBHYIO TEPANUIO M TSIXKECTHIO
«KOMOpOUIHOI» maTojoruu |2, 4]. K KjaccuyecKuM IpoTOTH-
TaM ayTOMMMYHHOU IaTOJIOTUY YeJI0OBeKa OTHOCSTCSI CUCTEM-
HblE ayTOMMMYHHBIE peBMaTudeckue 3aboneBanusi (CAP3):
peBmarounHbiit aptput (PA), cucteMHas KpacHasi BOJIYaHKa
(CKB), cucremnasi ckaepoaepmust (CCJI), cunapom Lllerpena
(CIL), nanonatuyeckue BocraauTeabHblie Muonatuu (MBM)
aHTHdochomumuaHbiil cuHapoM (ADPC) 1 cCTeMHbBIE BaCKy-
JIUTHI, CBSI3aHHbBIE C aHTUHEUTPODUIBHBIMY LIUTOIIa3MaTHYe-
ckumu antutesamu (AHILIA-CB) [2, 5].

[NopaxeHue ferkux paccMaTpuBaeTCsl KaK 4acToe CH-
creMHoe TiposiBieHns1 CAP3, mpu KOTOPBIX B TTaTOJOTUYECKUIA
TpoIiecC BOBJIEKAIOTCS BCe KOMIIOHEHTHI PECTUPATOPHOI CU-
cteMbl [6]. OCOGEHHO BaXHOE MECTO 3aHMMAIOT MHTEPCTULIN -

anpHble 3a00aeBanus gerkux (U3J1) [7—10], Hepeako mpuBo-
JISIMe K pa3BUTHUIO TTPOTPECCUPYIOLIETo JeroyHoro (pudposa
(IJID) [11].

B pamkax WM3JI, accouuupoBanHbix ¢ CAP3, ycioBHO
BBIZCJISIIOTCST CJIEAYIONIME KIMHUYECKUE KaTeropuu TalMeH-
ToB: M3J1 y maitmeHToB ¢ noctoBepHbIM nuarHo3zoM CAP3; M3J1
kak nepBoe nposinenne CAP3; M3J1 niu nuHTepCcTULIMATBHBIC
IMTHEBMOHUY C ayTOMMMYHHBIMU nipu3Hakamu (UTTAIT).

Heob6xomnmo mpuHUMaTh BO BHUMaHHUE pa3BUTHE Pa3HO-
00pa3HBIX ayTOMMMYHHBIX HapylICHWIl Y TTAallUEHTOB C MINO-
MaTUYECKUM JIeTOUHbIM (pubpozom (MUJID) [12], capkoumo-
30M [13], XpOHUYECKUM OOCTPYKTUBBIM 3a00JIeBAHUEM JIETKUX
(XOBJI) [14], npu U3JI, pazBuBmuxcsa Ha ¢doHe COVID-19
(coronavirus disease 2019) [15, 16].

Knunnyeckue denorunst M3J1 npu CAP3 (M3J1-CAP3)
BapbUPYIOT OT «OECCUNTOMHBIX» 10 «OBICTPO MPOrPEeCCUpYIO-
IIK1X», B pa3HOI CTENEHU CBSI3aHHBIX ¢ (haKTOpaMU pucKa I0-
paXeHUs JEeTKUX, YTO CJEeAyeT YYUTBhIBATh IPHU IMPOBEACHUM
LIeJIEHATIPABJIEHHOTO  KJIMHUKO-1a00paTOPHOTO U MHCTPY-
MEHTaJIbHOTO CKpuHMHTA [17, 18] M Ha3HAYEeHUM MMPOTUBOBO-
CHAIUTEIbHONU 1M aHTUGUOpOo3HOU Tepanuu [19]. YV maumeH-
ToB ¢ CAP3 BBISIBISIIOTCST TIPAaKTUUECKK BCE THCTOJIOTUIECKIE
«TIaTTepHbl» UHTEepCTULIMABbHOU nTHeBMOoHuu (MII) [20], ya-
CTOTa U XapakKTep KOTOpbIX 3aBUCUT OT Tura CAP3 (Tabu. 1).

B uenom yactora MU3J1-CAP3 cyliecTBEeHHO BapbUpyeT:
ot 41 10 56% nipu CCI1, UBM u cmerraHHOM 3a60JIeBaHUU CO-
emuHuTenbHol TKaHu (C3CT); ot 11 no 17% npu PA u CILI;
1o 6% npu CKB.

IMpencraBnsier unrepec UITAII, kotopast kiaaccupuumpy-
ercst kak M3J1, acconmupoBaHHOE C KIIMHUYECKMMU U CEPOJIO-
ruyeckuMu TiposieiieHusiMu CAP3, He moCTaTOYHBIMM JJIST TIO-
CTAHOBKM [MArHO3a OIIpele/ieHHOro 3aboseBanus [23—26],
YTO COOTBETCTBYET paHee CHOPMYIMPOBAHHON KOHILICTIIUNA He-
b depeHITMPOBAHHOTO 3a00JIEBAHNS COSTUHUTETLHON TKAHU
(H3CT) [27]. Knaccudukanmonusie kputepuu UITAII pacripe-
NieJIeHBI Ha TPY TOMeHa — KITMHUIECKUIA, CEePOIOTUUECKII 1 MOP-
donornueckuit. [inarnos UTTAIT ocHoBbiBaeTcst Ha Hauuuu UTT
T10 TAHHBIM KOMITBIOTePHOI TOMOTPpadyK BHICOKOTO pa3pereHust
(KTBP) u/umm xvpypruyeckoii GMOIICHH JIETKOTO U Pe3y/IbTaToB
KJIMHUKO-J1A00paTOPHOro 00C/IeA0BaHMsI, BKIIOYAIOIIErO OIpe-
JIeJIeHUe ayTOaHTUTeN, XapakTepHbix uist CAP3.

Ta6nuya 1. Yactora n TUNbl MHTEPCTNLYNATIbHbIX 3a0071€BAHUI IETKUX MPU CUCTEMHbIX aYTOUMMYHHbIX PEBMATUYECKUX 3a00/1€Ba-

Huax [8, 20-22]

3abonesanue OcHoBHble KnuHu4eckue npossnenus CAP3 Yactora U3, % ?ﬁ:;ﬁ:;}]a RatoLLHA Yactora MN®, %

CHGTEMHAR CKNBpOTEpMAS ®eHoMeH PeiiHO, KanbLWHO3, YTONLLEHNE KOXM, 9987 Heun 90-40
JUruTanbHble 13Bbl, racTPo330daranbHblil pechioke

PeBMaToMaHbIA apTpuT CMMETPUYHbIA NONMapTpuT 6-17 onnsHeun 40-60

CucTeMHas KpacHast BOfYaHKa ApTpanbriu, anoneyns, NiespuT, KOXHas Cbifb, HePPUT 2-30 HCUN HA

Cuuppom Lerpena Kcepoctomus, kcepodhTanbmus, HeiiponaTus 12-20 HCUN>Nnn HI

anonatuyeckue lpoKcumanbHas MbllleyHast cnabocTb, KOXHas CbiMb ) 11-68 HCUM>0n "

BOCMaNNTeNIbHbIE MUONATUM (cumnTom FOTTPOHA), pyKa «MexaHuka»), heHomeH PeitHo

CmeLiarKoe 3a69neBaHme CumnTombl, xapaktepHble ans CKB, CCO n VIBM 40-65 HCWN HO

COELMHMTENbHON TKaHN

AHLIA-CB KoxHas nypnypa, 0TUT CPeAHero yxa, nepcopawus HocoBow 7.47% OUMsHCHN 0KOMo 20%

neperopoakm, KPOBOXapkaHbe, MHOXECTBEHHbI MOHOHEBPUT

lMpnmeyanne: CAP3 — cucTemHbie ayToUMMyHHbIE peBmatnyeckue 3abonesanns, N3J1 — nHtepctnymnansHoe 3abonesanve nerkux; [71® — nporpeccupyroLynii 1eroyHbIn
ubpo3; HCUIT — Hecneynghnyeckas nHetTpeTuumanbHas nHesmoHus,; OUIM — 06biyHas nHTepCTUYManbHas nHeBmonus; JINIT — numebongHas MHTEPCTULNANbHAS THEBMOHUS,
AHLIA-CB — cucteMHble BacKynnTbl, CBA3AHHbIE C AaHTUHEATPOGDUITbHbIMU LNTONIASMATNYECKUMU aHTUTENAMU
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B 10 xe BpeMst He0OX0IMMO TPUHUMATh BO BHUMaHKE TOT
daxT, 4TO MOJOXKUTEIbHbBIC Pe3yIbTAaThl ONIPEIeICHUST ayTOaH-
TUTEJ UMEIOT MecTo Ha paHHel ctaguu CAP3 (npenbonesHs),
npenaiiecTByionieil padsutuio omnpeneieHHoro CAP3 3a He-
ckonbKo Jet [28, 29]. TpeTb malMeHTOB, COOTBETCTBYIOLIMX
kputepusim H3CT u UTIAII, B npoliiecce mpoCcrieKTUBHOTO Ha-
OJIIOIeHUS 3BOTIOLIMOHUPYIOT B onipeneiaecHHoe CAP3 [30, 31].

Takum o6pa3zom, B TIpakTUKE ITyJIbMOHOJIOTA ITally-
eHT ¢ M3J1 MoxeT UMeTh yXe ycrtaHoBieHHoe paHee CAP3,
WJIY OTOT TUAarHO3 MOXKET OBITh 3aITOI03PeH Ha OCHOBAHWM Psia
KIMHUYECKX CUMIITOMOB, XapaKTePHBIX JIJIST 3TUX 3a0ojeBa-
Huii (Tab. 2).

BrisiBieHME KITMHUYECKUX CUMIITOMOB (TabJ1. 2), CIIyKUT
OCHOBaHVEM HaIlpaBJieHHYsI IMallMeHTa K PeBMATOJIOTY JUIsI ITPO-
BelleHMs1 60Jiee 1eTalbHOro JabopaTOPHOTO U MHCTPYMEHTAJIb-
HOro o06c/e10BaHusl.

Junarnoctuka U3JI-CAP3 nipeacTaBiseT CIOXHYIO MTPO-
0J1eMy, YTO IUKTYEeT HEOOXOIUMOCTb MYJIbTUAUCHIUIUIMHAPHO-
ro ToJIxoia, OCHOBAaHHOTO Ha B3aMMOICHCTBUM PEBMATOJIO-
TOB, TYJBMOHOJIOTOB M peHTreHosioros [32—35]. Hampumep,

Tabnnya 2. CrnekTp KANHUYECKUX NPOSBEHNIA, MO3BONAOLNX
3anofo3puUTh CUCTEMHOE ayTOUMMYHHOE PEBMATUYECKOE
3a00/1€BaHNE Y MAUNEHTOB C MHTEPCTULYNATIbHBIMY 3a00/1€Ba-
HUAMU NTErKnX

Knuuuyeckuit Yactora [lononuutenbHoe
cUMNTOM B NONynsALuun 3aGonesatua obcnepnoBanne
ApTpuT, PA (100%)
apTpanbru, ClW (16%) vaul. MPT
YTPEHHSS CCO (15-20%) '
CKOBAHHOCTb CKB (80%)
. Kcepoctomus
Cyxon cuugpom (5-30%)
(kcepocTomus, KeepodTansmis Tect LWnpmepa
Kcepo@TanbmMunsa
pop ) (0,02-40%) CLu

YBenmyeHme
OKONOYLLHbIX Y3, 6uoncus
Xenes

CCA (90%)

. C3CT (90%)

®eHomeH PeitHo  3-5%

ACC (75%)

CKB (20%)

Kanunnapockonus

JurutanbHble GGl (50%) p
A3Bbl
ﬂﬂOTHubIVI oTeK CCA (30%)
KucTei
TeneaHruakrasnm ccha

OM (87%)
[Manynbl FfoTpoHa

ACC (50%)

OM (40%)
Pyka «MexaHuka»

ACC (30-70%)
TenuoTponHas IM (90%)
Cbinb ACC (14%)

CCL (25%)
KanbunHos

M (20%)
Mpyrue MblwweyHas cnabocTb, ancdarns, MMxopaaka HesCHOro

reHesa

Tpumeyanne: PA — pesmatougbii aptput; CLU — cuHgpom Lllerpena; CCL -
cuctemHas cknepogepmus; CKB — cuctemHas kpacHas Bonyarka; Y3U — ynbtpa-
3ByKoBoe uccnefoBanne; MPT — MarHUTHO-pe30HaHcHas tomorpagus, C3CT —
CMELLAHHOE 3a00/18BaHNE COBANHNTENbHON TKaHu, ACC — aHTUCUHTETA3HbIN CUH-
Apom,; AM — gepmaromno3nt

HayyHo-npakTtnyeckas pesmaronorus. 2025;63(2):119-128

HMMEIOTCST TaHHBIE O TOM, UTO IeTAJTbHOE «PEBMATOJIOTMUECKOe»
o0cienoBaHUE HEpPeaKo I03BoJisgeT auarHoctuposath M3JI-
CAP3 y mauneHTOoB ¢ IepBUYHBIM auartHozom UJID [34].

OIBIT IBYXJIETHE COBMECTHOI DPaOOTHI ITyJIBMOHOJIO-
TOB U PEBMATOJIOTOB 10 YCTAHOBJIEHUIO uarHo3a y 170 manu-
eHTOB ¢ HekaccuduimpoBanusiMu M 3J1 mokaszain, uro 'y 70%
ObLT MCKJTIOYEH JMarHo3 peBMaTU4yecKoro 3aboneBanus, y 12%
TaKOW AMarHo3 ObLT MOATBepXAeH, y 18% mauueHTOB ObLI
ycraHoBiIeH pabouuii muarHo3 WITAIT [36]. Ilpemmaraer-
ca anroput™ BbisiBieHus: CAP3 B mnpakTuke myJbMOHOJIOrA,
BKJTIOYAIOIIMI TEePBUYHBII OCMOTp, HampaBjJeHWe MalllueH-
Ta Ha oOcienoBaHue ((DYHKUMOHAIbHBIE JIETOYHBIC TECTHI,
KT opraHoB rpynHoii KieTkKu, sxokapauorpadus (DxoKI'),
TeCT 6-MUHYTHOI XOOBOBI U — ITO MOKA3aHUSIM — CEPHAEYHO-
JIETOYHBIE Harpy304Hble TecThl). [Ipy BO3HUKIIEM TOmO3pe-
Hun Ha CAP3 mamuenTta ocMarpuBaeT peBmatosior. Hapsimy
C YTOYHEHMEM aHaMHe3a PEBMATOJIOT OLIEHMBAET BHEJEroy-
HbIC CHUMIITOMBI, Ha3HA4yaeT CEPOJIOTUYECKUE TECThI, XapaK-
Tep KOTOPBIX OIpeAeasIeTcs] KIMHUIECKUMHU TTPEIITOT0KEHMS -
MU O AMaTHO3e, OIpeeliseT MoKa3aH!s K KalUISIPOCKOITHH,
VJIbTPa3ByKOBOMY MCCJIETOBAHMIO CIIOHHBIX XKeJie3, BbIsIBIIC-
HUIO KcepocToMuM,/Keepodraabmuu U ap. [locie nmepBuyHOro
00CIIeIOBaHUSI OCYIIECTBISICTCSI COBMECTHAss KOHCYJIBbTAlIMS,
HampaBJIcHHas Ha OOCYXIEHHME ITMarHo3a M HEeOOXOIUMOCTU
TOTIOJTHUTENIBHBIX METOIOB OOC/IeIOBaHUs: OPOHXOCKOIUU,
XUPYPruyeckoil OMOMNCHUM JIETKOTro, OMOMCUM KOXMU, MbILI-
b, CJIIOHHOM XKeJie3bl, MAarHUTHO-PE30HAHCHOM TOMOrpa-
¢um MbIIII, cepala, KaTeTepu3aluy IpaBbIX OTAEIOB Cepaia
u np. JlanpHelilee BeleHYE MAallMeHTa HApaBJIeHo Ha TOCTU-
JXKeHUe KOHCeHCyca 1o TUarHo3y, Teparuu 1 Ip. U HaOToaeHe
naryeHTa B iuHamuke [36].

Ponb aytoaHtuTen

T'unepnpoayKuus «MaTOreHHbIX» ayTOAHTUTEN — <«BU-
3WTHAsI KapTouykKa» ayTOMMMYyHHO#1 matosoruu [2, 3, 37, 38].
AyTOaHTUTENa DPA3NENSIOTCS Ha TPU OCHOBHBIC KAaTETOPUU:
eCTeCTBEHHBIC (natural) ayToaHTUTEJIa, IIPUCYTCTBYIOIINE B ChI-
BOPOTKAX 3IOPOBBIX JIIOACH; «ITPOTEKTUBHBIC» ayTOAHTUTENA;
MOTEHIIMATIBHO «IaTOreHHbIC» ayTOAHTUTENa, Y4YacCTBYIOIINE
B Pa3BUTUM BOCHAJIUTEIbHON AECTPYKLUIMU TKaHEH. AYTOAHTHU-
TeJla — OCHOBHOI TMarHOCTUYECKUIT OMOMapKep ayTOMMMYH-
HBIX 3a00JIeBaHUI, KOTOPBI BXOAWT B YUCJIO KJIACCU(UKALIN-
oHHbIX KputepueB CAP3; omnpeneneHue ayToaHTUTEN HUMeEET
3HA4YeHHUeE I paHHEH TMarHOCTUKH, XapaKTePUCTUKU KJIMHU-
KO-J1Ta00paTOPHBIX CYOTUTIOB ((heHOTUIIOB), TPOTHO3UPOBAHUST
ncxonoB u 3¢ dexkruBHOcTH Teparuu CAP3.

ITo snuTornHON cnelmdUIHOCT ayToaHTUTENIAa pa3essi-
I0TCsI Ha CJISIYIONIe OCHOBHBIC KATeTOPHUM: ayTOAHTHUTENa K BHY-
TPUKJIETOUYHBIM MoJieKyaaMm (6enku, (pepments, PHK u JTHK
CBS3BIBAIOIIME OCKM W Jp.); ayTOAHTHUTENa K BHEKIETOYHBIM
U CEKPEeTUPYEMbIM OeJIKaM (9K30MPOTEOM); ayTOAHTUTEIA K 11~
TOKMHAM WJIM JIPYTUMM MOJIEKYJIaM, TTOTEHIIMATbHO yJIacTBYIO-
IIMM B Pa3BUTUM BOCTAJICHMsI WJIM TIOMAEPKaHMM TOMEOCTa3a.
ITpuBnekaloT BHUMaHUE ayTOAHTUTEJIA, pearnpyloliye ¢ beakamu
¢ UBMEHEHHOM KOH()OPMALIMOHHOM CTPYKTYPOi, MHIYIIMPOBaH-
HOW INTPYLIMHAPOBAHUEM U/WJTU IPYTUMU (DOPMaMU ITOCTTPaH-
CIISILIMOHHON MoauduKaimu (KapdaMuwinpoBaHUe, aleTUINpO-
BaHKe, MOAMGULIMPOBAHUE MATIOHAMAIbACTUIOM) [39].

IlaToreHHBINI MOTEHIIMAA ayTOAHTUTEN OIpeaessIeTCs
CJICIYIOIIMMHA OCHOBHBIMM MEXaHW3MaMH: CTUMYJISILIUST TOP-
MOHAQJIBHBIX PELENTOPOB, MMUTHUpPYIOAas 3(PdEeKTH TopMO-
HOB; GJIOKMPOBaHUE HEMPOHATLHOU TPAHCMUCCHUN; MHIYKIIHS
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KJIETOYHOTO JIN3MCa M BOCHAJIEHUsT (HapylleHue KIeTOYHOM
CUTHAJIM3alMM, IIUTOKWMHOB, MHIYKIIMS MUKPOTpoMOO3a, aK-
TUBaLUST HEUTPOGWIOB U 1p.). BaxkHbIil MexaHU3M, oIlpese-
JISIOIIMI [MaTOreHEeTUYeCKOe 3HAaueHMe ayTOAHTUTEN K BHY-
TPUKJIETOYHBIM ayTOAHTUIEHAM, CBsI3aH C O00pa3oBaHUEM
MMMYHHBIX KOMILJIEKCOB, MHIYLIMPYIOIIUX KOMIUIEMEHT-3a-
BUCHMMOE TKaHeBOe BocmajeHue u/mim Fc-penentop-3aBu-
CUMYIO aKTHMBALMIO KJIETOK MMMYHHOR cucTeMbl. OIHaKO
9TOT MEXaHM3M HE IT03BOJISIET OOBSICHUTH CBSI3b MEXIY THM-

MePIPOAYKIIME ayTOaHTUTE K BHYTPUKICTOUHBIM MOJIEKY-
JaM M pa3HooOpa3yveM OpraHHOW MaTOJOTMU, XapaKTepHOM
minsg CAP3 B 1eJioM, M IreTeporeHHOCThIO (DEHOTUITMYECKUX
BapHMaHTOB 3TUX 00Jie3Hell B yacTHOCTU. KOHKpeTHbIe MaTo-
reHeTnyeckue Mexanusmbl M3J1, cBsg3aHHbBIE ¢ CUHTE30M ay-
TOAHTUTEJI, U3yYeHbl HEIOCTATOUHO M SIBJISIOTCSI MPEAMETOM
MHTEHCUBHBIX UCCIIEIOBAHMIA.

JlaHHbBIE, KacaolIrecss KIMHUIECKOTO 3HAYEHUST ayTOAH-
tuten npu U3J1-CAP3, cymmupoBaHsl B Tabute 3.

Tabnuya 3. CBA3b ayTOAHTUTEN, XaPAKTEPHbIX A1 CUCTEMHBIX ayTOUMMYHHbIX PEBMATUYECKNX 3a00/1€BAHUNA, C PASBUTUEM UHTEP-

CTULMaNnbHbIX 3a601eBaHni nerkunx [40-43].

AyToaHTuTENa Ceeyexne HID YactoTa

CBA3b € KNMHUYECKUMIN NPOSBNEHUAMM Yactora npu U3N

nnonatnyeckine BOCNanuTenbHbIe MMONATAN

Mwno3uT-cneunduyeckue aHtutena

AHTUCUHTETA3HbIA CUHAPOM

AHTH-CUHTETa32 AHO-Her. (uutonnasmatuyeckoe) 15-30% 90%
(MMO3MT, apTpUT, pyKa MexaHuka)
AHTH-Jo-1 10-18% AHTUCHHTETA3HbI CUHAPOM 75%
(MNO3UT, apTPUT, pyKa MexaHuka)
AnTn-0J 2-5% MuosuTt (44%) 100%
AnTH-KS 3-8% MwuozuT (5%) 100%
AnTn-EJ 2-23% Muo3sut (56%) 98%
AHTU-PL-12 6-17% MuosuT (33%) 91%
AHTU-PL-7 1-18% Mwuo3uT (66%) 75%
0/«
AHTU-MDAS AH®-Her. (uutonnasmatunyeckoe) 10-30% (npu OM) TAXEN106 NOPAXEHIUE KOXH, 80%; BeicTpo
BaCKynonarus, apTput nporpeccupyowee N3J1
Muo3uT-accoLMpoBaHHble aHTUTENa
AHTN-Ro/SSA AHO-Her. (4acTo) Accounauns ¢ CLLI (cyxoit carapom) Bbicokas
1 CKB (dhoTogepmarur)
ApTpuT, pyKa MexaHuKa, nepekpect
AHTU-R052 AH®-Her. 9-46% ¢ CCJl, CKB, CLLl 7%-50%
Accoumaums ¢ CLL (cyxoit cuHapom)
AnTu-La/SSB AHO®-Her. (4acTo) u CKB (cboTopepmaru) Bbicokas
CucTeMHas cknepoaepmus
AH®-no3. (kpanyaroe o 80%; 30-50%
AHTK-TONO-1 WK FOMOreHHOE) 20-30% ACCJ, ourntanbHble s3BbI SbiCTpONpOrpeccupywLes W3]
50%; 30%
- - — 0 ’
Antn-Th1/To AH®-no3. (HykneonsapHoe) 2-5% nCCch, NAT SsicTnONpOrpeccHpyles UM
AnTu-U11/U12PHN AH®-no3. (kpanyaroe) 1-3% ACCO/nCCH, nopaxeHue XKT, puck 3H  80%; 4acTo Tshxenoe

AHTH-EIF2B AH®-Her. (untonnasmatnyeckoe) <1%

AGCH 100%

MepekpecTHbli cuHapom mMuoaut/CCL unn C3CT

25% (3-6%

35%—-87%, 6naronpusTHoe

AnTu-PM/Scl AH®-n03. (HyKneonspHoe) npu CCAl) Mwosut, nCCL, aptput TeueH/e
15% (9%
AHTH-Ku AH®-no3. (kpanyaroe) npu Mno3uTe, nCCL, KoxHas Cbinb 76%, 6naronpusaTHOE TeveHne
2% npmu CCL)
—. °n N
AuTun-U1PHIN AH®-no3. (kpanyaroe) 5-35% npu CCLL Aptput, mnosut, nCCL, NAT 35%, Tsxenoe (20%)

100% npu C3CT

PeBmaTouaHbIin apTpuT

PesmartongHbIi thakTop AHO-Her. 70-80% BHecycTaBHble nposBneHns 10-40%

AL AHO-Her. 70-80% BHecycTaBHble NpoABNEHMS, puck 10-40%
KapAnoBaCKyNAPHLIX OCNOXHEHNI

AHLIA-CB

AHLIA AH®-Her. 7-47% 5-neTHAs netanbHOCTb 16,2%

TMpnmeyanne: HA® — Henpsmas ummyHognoopecyeHyms; U3JT — nHtepctuumansHoe 3a6onesaqne nerkux; AH® — antuHykneapHbii paktop; Jo-1 — histidyl-tRNA-
synthetase; 0J — isoleucyl-tRNA-synthetase; KS — asparaginyl-tRNA-synthetase; EJ — glycyl-tRNA-synthetase; PL-12 — alanyl-tRNA-synthetase; PL-7 — threonyl-tRNA-
synthetase; JM — gepmaromuosant; CLL — curgpom LllerpeHa; CKB — cuctemHas kpacHas Bonyanka, CCL — cuctemHas cknepogepmus; nCGL — numutupoBaHHas cucTemHas
cknepoaepmus; ACCL — anchpysHas cuctemuas cknepogepmus; JIAI — neroqHas aptepunansHas runepteHans; XKKT — Xenyao4Ho-kuLeqHbIi TpakT; 3H — 3/10ka4eCTBEHHbIE
HoBoGpa3oBaHus; C3CT — cmeLLiaHHoe 3a6071eBaHNe COeanHNTENbHOM TkaHu; AL — aHTuTena k unkm4eckomy yntpymnnHcogepxaiyemy nentugy; AHLA-CB — cuctemHbiii
BACKYJIUT, ACCOLUUPOBAHHBIN C AHTUHEATDOUIIbHBIMA LNTONNA3MATUYECKAMM aHTUTENAMN
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B crmektpe ayroaHTHUTeN, paccCMaTpUBAaeMbIX B KayecT-
Be buomapkepoB CAP3, onpeneneHre KOTOPbIX MUMEET 3Have-
HUe [JIs1 TporHo3upoBaHus paszsutusi MU3J1, ocHOBHOe MecTo
3aHMMAIOT aHTUHYKJIeapHbIe (siaepHble) ayToaHTuTena (AHA),
pearupyionie ¢ pa3iMyHbIMA KOMIIOHEHTaMU SIApa KIETKU.
AHA BBISIBISIIOTCSI METOIOM HETPSIMOM peaklny UMMYHO-
dmoopecuentiuu (HPU®) ¢ ncronbp3oBaHneM KIETOK JIMHUU
HEp-2 (HPU®-HEp-2) uiu SSA/Ro60-TpaHchuiinpoBaH-
HbIX Kietok HEp-2000 (HPHU®-HEp-2000), KOTOpBIi SBIIS-
eTCsl «30JI0ThIM CTaHAApTOM» IEPBUYHOr0, CKPMHUHIOBOTO
onpeneneHus AHA B ceiBopoTke KpoBu y 601bHbIX CAP3. On-
TUMaJIbHOE CKPUHUHTOBOE Pa3BeleHNe ChIBOPOTKU IUISI B3PO-
CJIBIX MalueHTOB cocTaBister 1:160 [44], a xapakTep THUIIOB
(TmaTTepHOB) CBEYEHMSI OTPAXKAaeT MPUCYTCTBUE PA3TUIHBIX TH-
noB AHA B cbiBopoTke KpoBu. HomeHkiatypa TUMOB siep-
HOTO, IMTOIUIa3MaTMYeCKOr0 W MUTOTUYECKOTO CBEUYeHUs,
paspabotanHass ICAP (International Consensus on ANA
Patterns), Bkiouaer 30 BapuaHTOB INMAaTTEPHOB, UH(MOPMALIKS
00 OCHOBHBIX XapaKTepUCTUKAX U KJIMHUYECKUX acCOLMalM-
ax TMIoB cBeyeHuss AH® pasmelieHa Ha MHTEPHET-pecypce
www.ANApatterns.org. Y malMeHTOB C MMOJOXUTEIbHBIMU Pe-
gynbratamu onpenenenns AH® pexomeHmyercst mpoBeneHe
«TTOATBEPKAAIOIINX» TeCTOB Ha crieruduueckue AHA K oT-
NETBHBIM SIIEPHBIM aHTUTEHAM C MCIOJb30BaHUEM UMMYHO-
(bepMEHTHOTO aHaJiu3a, UMMYHOOJIOTa, OO0T-0J10Ta, UMMYHO-
MPeUUNUTALNN, MYJIbTUTUIEKCHOTO MMMYHHOTO aHan3a U Jp.
OHU T03BOJISIIOT OOHapyxXuBaTh Kak AHA ¢ omnpeneiaeHHO
SMUTOIMHON CeUUGUIHOCTHIO, TAK U CIIEKTP ayTOAHTUTEIT, ac-
counupoBaHHbIX ¢ CAP3. OgHako 1Sl aHTUTeH-crienuduye-
CKUX METOIIOB XapaKTEePHO YBEJIMUEHUE BEPOSITHOCTU JIOKHO-
OTPUIIATEIBHBIX U JIOKHOTIONOXHUTENbHBIX PE3YIbTaTOB, U OHU
He 3aMEHSTIOT, a TOJILKO JIOTTOTHSIOT CKpUHUHTOBOE TECTUPOBA-
Hue AHA ¢ momonisio HPU®.

l'unepnponykuyst ayToaHTUTEN U aKTUBHOCTB BOCIIAJe-
HMST pacCMaTPUBAIOTCSI Kak ob01ue HakTopbl pUcka pa3BUTUS
MN3J1-CAP3. Uckmouenue coctapisger CKB, mpu koTopoii xa-
paKTepHbI BRIPAXKEHHBIE ayTOUMMYHHBIE HapyIIEHUsI, HO pa3-
putue M 3J1 HabmonaeTcst oTHocuTeIbHO peako. [Tpu PAu CCJL
(xaxk u ipu UJ1®) pasputre M3J1 accouMMpPyOTCS CO CXOTHBI-
MM (hakTOpaMu prcKa, BKITIOUAsT TTOXMIION BO3PACT, [UTUTETb-
HOCTb U TT03/IHee Hayajio 3a00j1eBaHusI, MyXXcKoit o [21, 45],
YTO MOXKET ObITh MPUYMHON 60Jiee BBICOKOI 4YaCTOThI OOBIYHOM
MHTepCcTULIMaIbHOM MHeBMOoHMU (OWIT) 1o cpaBHEHMIO C ApYy-
rumu tunamu M3J1. Pazsutue OUII npu UBM acconumnpyercs
¢ ObICTpO TIporpeccupytomum Tunom M3J1, yacro pedpakrep-
HBIM K UIMMYHOCYIIPECCUBHOI Tepanuu [45], 1 00BIYHO CBS3a-

HO ¢ BbICOKUM ypoBHeM C-peakTuBHoro o6eska (CPB), obHa-
pyxeHuem aHtu-MDAS (melanoma differentiation-associated
protein 5) u antn-Ro52 [46].

Cpenu «HeayTOaHTUTENbHBIX» OuomapkepoB M3JI npu-
BJIeKaeT BHUMAaHWE BBICOKOMOJIEKYJSIPHBIN TJIUKOTIPOTEUH
KL-6 (Krebs von den Lungen), aKcIpeccupyOIMiics B IIPOJIU-
(epupyrommx, pereHepupyIoIMX ¥ MOBPEKICHHBIX aJTbBEOJISIP-
HBIX AN TEMATbHBIX KJIeTKax Tua I 1, yBennaeHue koHeHTpa-
LMY KOTOPOTO PAcCMAaTPUBAETCSI KaK CHIBOPOTOUHBIN MapKep
ubpo3za nmpu N3J1, Brirroyast THTEPCTULIMATBHBIN (hUOPO3 MUO-
kapna, CCJ, Cl, PA, accounupyrouiuiicsi ¢ nporpecccupo-
BaHUEM JIerouHOTro (hudp03a 1 JIeTaTbHOCThIO [47, 48].

Pexomennmanm, Kacarommecsi CKp@HUHITOBOTO 00CIIeno-
BaHUs MALMEHTOB NP MoJ03peHuM Ha pazsutue M3JI, cymmu-
poBaHBbI B TabMLE 4.

MepcnekTuBbl hapmakoTepanum

BosmoxxHocTu U nepcrnekTtuBbl papmakorepanuu M3J1
npu CAP3, ocHOBaHHbBIE Ha PallMOHAJIBHOM HUCIOJb30BaHUU
MPOTUBOBOCTIAIUTEIBHBIX, UMMYHOMOIYJIMPYIOIIUX W aHTH-
(ubOpo3HBIX TpernapaToB, CYMMUPOBAHBI B PEKOMEHAALIMSIX
ACR/CHEST (American College of Rheumatology/American
College of Chest Physician) [19] u BputaHckoii accouua-
LIMM PEeBMAaToJIoroB [49] 1 oOCyXIeHbl B cepur 0030pOB U Me-
TaaHaau30B [50—52], BkitoyaBiux namueHToB ¢ PA [10, 53—
56], UBM [57], CCI [58—62], AHLIA-CB [63].

CrenyeT akIleHTUPOBAaTh BHUMaHWE Ha CJAEAYIOIIUX OC-
HOBHBIX TIpoGiiemMax, CBSI3aHHBIX ¢ apMakoTepanmeir M3J1
npu CAP3: BblAelieHNEe TALIMEHTOB C OBICTPO TPOTPECCUPY-
IOIIMM B OTHOIIIEHUU JIErOYHOTO (hrbpo3a peHoTunom 3abo-
JeBaHMs [66—68]; BKJIam aKTMBHOCTM BocrajeHus; 3¢pdex-
TUBHOCTb TEPAaiMi B OTHOIIEHWM BEIYIIHUX <«BHEJIETOYHBIX»
nposiiienuit CAP3 ¢ ogHOll CTOPOHBI U TOKCUYHOCTU B OT-
HOILIEHUH JIETKUX C IPYTroil B paMKax peaiM3alii KOHLUEMIUNU
«JIeYeHUE 0 TOCTHKEHMUS LIETU».

W3yuyeHue BO3MOXHOCTEH TPOMWIAKTUKU U JIEUECHUS
M3JI npu CAP3 ToJIbKO HAYMHAETCs, a MPeACTaBIeHHbIE PEKO-
MEHIAIMU HOCST ITPeaIBapUTEIbHBII XapaKTep U UMEIOT HU3KUIA
YPOBEHb J0Ka3aTeJIbHOCTH. Hampumep, 1o JaHHBIM MeTaaHa-
3a, y mauueHToB ¢ uaronarndeckum U 3J1 u U3J1-CAP3 mpume-
HeHue MuKodeHonata Modett (MOM) u a3aTrorpuHa mpoje-
MOHCTPUPOBAJIO OY€Hb HU3KYIO 3((HEKTUBHOCTb B OTHOIIEHUY
MMHAMUKH JIETOYHBIX (DYHKIIMOHAIBLHBIX TECTOB IPU MIUOTIA-
tinaeckux M3JT [69], B TO BpeMsT KaK KOMOMHMPOBaHHAs Tepa-
mist MM u aHTH-B-KIETOUYHBIM IMpernapaTtoM pUTYKCMMaO

Tabnuya 4. CKpuHUHroBoe 06cne[0BaHNe B OTHOLIEHUN PA3BUTUS MHTEPCTULMUATbHbIX 3a0016BaAHNI TIETKUX MPU CUCTEMHbIX ayTo-

UMMYHHbIX PEBMATUYECKUX 3a00718BAHUAX

CKpuHuHroBoe o6cnefoBanne

3abonesahue, nokaszaHus

WHcTpymenTanbHoe JlabopaTopHoe
CuctemHas cknepogepmus AHA, anTutena k Scl70, PHK-nonumepasa Ill, UTPHIT;
(BCE NaUMeHTH) DYHKLMOHANbHbIE NEroYHble TecTbl, IXoKI, KT-BP U3PHI, Th/TO

Mnnonatunyeckue BocnanuTenbHble MUONATUIA
(BCE MaumeHTbl)

DyHKUMOHaNbHbIe NeroyHble TecTbl, IXoKI, KT-BP

AHA, antutena k MDAS, Jo-1, PL-12, PL-7, OJ, EJ, ZO,
KS, PM/SCL, Ku, Ro52

K®K, anbponasa

PeBmaromnaHbiin apTput, cuiapom Lerpesa

Mpu Hanuymum — dpakTopsl pucka U3J1
(KypeHue, My>XCKOI Nos, NOXWNoi BO3pacT)

P®, AULIN, CPB, aHTuTena Ro52
KL-6 (npn Heob6xoanMMocTH)

®yHKUMOHaNbHble NeroyHble TecTbl, oK, KT-BP

Tpumeyanne: 3xoKI — axokapanorpagpus, KT-BP — komnbioTepHasi ToMorpaghus BbICOKoro paspelueqns; AHA — aHtnHykneapHsie aHtutena; KOK — kpeatuHghocghoknHasa;
P® — pesmatougHbii chaktop, AL — aHTUTEna K UnKImyeckomy UnTpynnnHnpoBasHomy nentugy; CPb — C-peaktusHbivi 6enok; KL-6 — Krebs von den Lungen
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Tabnuya 5. PexomeHgaunu no ¢hapmMakoTepannu MHTEPCTULNATIbHbIX 3a00/1€BAHUSX IETKUX MPU CUCTEMHbIX ayTOUMMYHHbIX PEB-

martuyeckunx 3abonesanusax [10, 19, 49, 64, 65]

Wauonatuyeckue =
FIMHMM Tepanun Cuctemuas BOCNANMTENbHbIE CmewaHHoe 3a6onesaxue PeBMaToOMAHbII# Cugpom Werpena
cknepopepmus FE— COEANHUTENbHOM TKAHU apTput
MukodpeHonar
MukocbeHonat AsatnonpuH MwukocheHonat MwukodbeHonat MukocheHonat
Toumnusyma6b Putykcumab AsatnonpuH AsatnonpuH AsatnonpuH
lMepBas nuHus
Putykcnmab NHru6uTops Putykcumab Putykcumao Putykcnmab
Ab6arauent KanbLeHeBpuHa 'K (KopoTKmi Kypc) K (KopoTkuit Kypc) 'K (kopoTkmii Kypc)
K (KopoTkuit Kypc)
Linknococpamug
HuHTegaHn6 MHruéutopsl JAK Toumnnaymab
Bropas nuHus Linknodocamug Linknodoccamug
AsatnonpuH Linknococchamug Linknodhocchamug
36eratb HazHaveHus MK
MukodeHonar
Putykcumab
MukodpeHonan
MukodeHonar
MukocbeHonar WruGuTopi PUTYKCUMA6
KanbUnHeBpuHa Putykcumab MukocheHonat
Putykcumat HuHTe[aHNG
ToeTus nuHMS HuHTepann6 HuHTepann6 Putykcnmab
p HuHTegaHn6 Toumnnaymab
(MporpeccupoBaxme Lnknodpocchamug Tounnusymab Huxtenanno
Touunnuaymat ) Lknotocamug
131) BHYTPUBEHHbIiA Lvknodhocthamug Linknochothamug
Luknocpodpamina UMMYHOTOGYTUH BHyTpUBEHHbI
y Y. MupdhernaoH
MMMYHOTI06YNH
lnasmadepes

MHrnéutopsl JAK

Kom6uHpoBaHHaa Tepanus (Hanpumep MUKOGeHoNaT B KOMOUHALWK C PUTYKCUMABoM)

CAR-T kneToyHas Tepanus
YeTBepTas NuHMA

AyTonornyHas TpaHcnnaHTauna remonoaT4eCcKnx CTBOMOBbLIX KNETOK

Matas nuHusa [Mepecagka nerkux

Tpumeyanne: [K — rokokoptnkongsl, JAK — SHyc-kuHasa (Janus kinase); N3J1— nHtepctuymansHeie 3a6onesanns nerkux, CAR — chimeric antigen receptor

(PTM) 3HaumTtenbHO 3(pheKTUBHE MOHOTEpanuu MUKO(hEHO-
narom [70, 71]. I1pu PA-WU3JI npuBiekaeT BHUMaHUE TIpUMe-
HeHue abarauenTa (6J0KaToOp KO-CTUMYJISALMU T-KIeToK) [72—
80]. OcoOblii MHTEpeC MpeACTABISIOT AaHHbIC, Kacalollhecs
addexTuBHOCTH MHTUOUTOPOB SAHYyc-k1nHa3 (JAK, Janus kinase)
npu PA-U3J1 [81], UBM, Bkitouast nepmaromuosut (JIM) [82],
aHTHUCHUHTETa3HBIN cuHIpoM [83] m ammonatnueckuii [IM, cBs-
3aHHBbIN ¢ aHTU-MDAS [84]. [IpenBaputenbHble TaHHBIE CBU-
TIETEJILCTBYIOT 00 OIpENeICHHBIX TEPCIIEKTUBAX MHIMOUTOPOB
JAK npu CCIA-M3JI [85]. PazBuTue ObICTPO TMporpeccpylolie-
ro M3J1 siBisieTcst 1okazaHueM Juisi Ha3HaueHus1 aHTuGuopo3-
HOW Tepanuy HUHTeTaHnooM [52, 65, 86].

Boabiue tpynHoctu mpeactasiaset tepanus MITAIIL.
Ora rpynna M3JI BkioyaeT paHHUE CTaauu ele «He chop-
MUpOBaBLIMXCs» MM cyoknuHudeckux dopm CAP3, mpo-
rpeccupylomue uauonatudeckue WM3JI wmim, BO3MOXHO,
caMocTosTelbHOe 3aboneBaHue. JleueHUe OOBIYHO BKIIIOYA-
€T TJIIOKOKOPTUKOMIBI M MMMYHOCYIIPECCUBHBIC IIperapa-
THI [87]. B To ke Bpemst mporpeccupoBanue MIIAII B unuo-
marndyeckre M3JI mpeamosaraeT BO3MOXKHOCTb IOIABJISATh
aKTUBalLMIO TyTeil (pubdpo3000pa3oBaHUsl B JETKUX aHTU(DU-
OpO3HBIMM TIpeTiapaTaMiu. PeTpocreKTWBHas OIIEHKa IBYX-
JIETHETO TipueMa nupheHnIoHa TToKa3ajla TOPMOXEHHE TPOo-
rpeccupoBanusi WITAIl mo cpaBHEHUIO C TallMEHTaMH,
He TpuHMMaBIIMMU mpenapar [88]. B peanbHO#l mpakTH-
K€ yallle BCEro MCMOJIb3YIOT COYeTaHue IIIOKOKOPTUKOUIOB
¢ MMMYHOCYIIpECCaHTaMU M/WJIM aHTUGUOPO3HBIMU Mperna-
paramu. JokasarenbHasi 0a3a 3TOM Tepalmuu HEAOCTAaTOYHA,
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M TpeOyeTcsl MpOoBeAeHUEe KaYeCTBEHHBIX KITMHUYECKUX MCIThI-
TaHUI Ha KaK MOXHO 6oJiee OMHOPOIHBIX IPyIIIaX MallMeHTOB.

KpynHeitiee poctukeHue (apmakoTeparnuyd ayTOMM-
MYHHBIX OoJie3Heil cBsizaHO ¢ nmpumeHeHrMeM CAR (chimeric
antigen receptor) T-knerouHoit Tepanuu [89, 90], MmexaHU3M
IEACTBUSL KOTOPOI CBSI3aH C DJIMMUHALIMEN MMATOTE€HHBIX ay-
TOpeakTUBHBIX B-xierok. IlpemBapuTenbHble NaHHBIE CBHU-
JETEJbCTBYIOT O €€ BBICOKOM 3(h(PeKTUBHOCTU B OTHOLIEHUU
IIAPOKOTO CIEeKTpa KIMHWYeCKUX mpossieHuii mpu CAP3,
B ToM uucie nporpeccupoBanust M3J1 y mauuentoB ¢ CCJL
M AHTUCUHTETa3HBIM CUHIPOMOM [91—96] U ABIIAIOTCS BECKUM
JIOKA3aTeIbCTBOM Ba’XHOW POJIM ayTOMMMYHHBIX MEXaHU3MOB
B maroreHese U3JI.

Takum odbpazom, M3JT y mauuntoB ¢ CAP3 orHocuTcst
K 9MCITy HanboJuiee BaxXKHBIX MYJbTUINCIUILIMHAPHBIX TTPOGIeM
KIMHUYECKOM MeIULIMHbI, VIl PELIeHUsI KOTOPOil HeoOXoauma
KOOIIepalysi peBMaTOJIOTOB U MyJIbMOHOJIOTOB.

Ilpospayunocmo uccaedosanus

Hccnedosarue He umeno cnoncopekoil noddepicku. Aemopeot
Hecym NOAHYI0 0MEemcmeeHHOCMb 3a4 npedocmasieHue OKOH4A-
MeAbHOIL 8epcull PYKONUCU 6 Nevams.

Jlexaapauus o punancoewvix u opyeux 63aumoomHoueHUsAX

Bce aemoput npunumanu yuacmue 6 paspadomke KOHUenyuu
cmamou u 6 Hanucanuu pykonucu. OKOHYaAmMenbHas eepcus pyKo-
nucu 0bira 0000pena écemu agmopamu. A6mopst He noAy4aNU 20-
HOpap 3a cmamok.

HayyHo-npakTtuyeckas pesmaronorns. 2025;63(2):119-128
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