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lNopaxkeHne nerknx npu CUCTEMHbIX 3ab60/1eBaHMAX COEANHUTEIbHOM TKaHU yaeTeFi — Pe/jKas nartoJsiorus, Kotopas, ogHa-
KO, OKa3bIBa€eT CyljeCTBEeHHOe BJ/IMAHNE Ha BbI6OP TEpaneBTUHECKON TaKTMKN U MPOrHo3. B cTaThe npeacTaBieHbl AaHHbIE
0 4acToTe, CPOKax PasBUTUS, CIIEKTPE KIIMHUYECKMX NPOSIBJEHUN U pe3ynbTatax BU3yaJin3npyrLuinx Metogos obcnegoBaHus
rpn rnopaKeHnun J1erknx y,quel;l C TaKMMN CUCTEMHbIMM 3a60/1€BaHNAMN COEANHUTENIbHON TKaHWU, KaK CMCTEMHasi CKIepo-
AepPMUS, I0BEHW/IbHbIN AEPMATOMMO3UT, CUCTEMHAs KpacHasi Bo/4YaHKa M cuHApoMm LllerpeHa. PaccmaTtpuBatoTcsi BOMPOChI
rnatoreHe3a, BO3MOHbIE GaKTOPbl PUCKA PA3BUTUS MOPAXKEHNS NIETKMX, TepaneBTUYeCKMe Noaxoadbl U NPOrHos.
KnioyeBble cnoBa: cucTeMHasi CKAepoAepMusi ¢ IOBEHWIbHbIM Ha4yaa0M, IOBEHW/IbHbIM AEPMaTOMMO3NT, CUCTEMHAas Kpac-
Hasi BOJlYaHKa C KOBEHW/IbHbIM Ha4asioM, cuHapom LllerpeHa y AeTen, MHTePCTULMAIbHOE MOPaKEeHUe NIErKux, J1eroyHas
aprtepunasibHasa rmnepTeH3nsd
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BBEAEHMUE

lMopaxeHne opraHoB AbIXxaHusa y NauuMeHToB C peBMa-
TMYECKMMM 3a60/1IeBaHUAMM, B T.4. B JETCKOM M NOAPOCT-
KOBOM BO3pacTe, UMeeT BaXHOe KIMHUYECKOE 3HavyeHne
KaK C TOYKW 3PEHUSA BAUSHUSA Ha NPOrHO3 3aboneBaHug,
TaK U C Y4ETOM MNOTEHUMaNbHbIX NPO6JeM, BOSHUKAIOLWMX
npu BbI6GOpe B MOAOGHbLIX CUTyaLMsax TepaneBTUYECKOMU
TakTvkn [1, 2]. BonbWKMHCTBO peBMaTUyecKkux 3abosne-
BaHWI AETCKOro Bo3pacTa fBASIOTCS OTHOCUTENbHO pea-
KMMKU. WNX pacnpocTpaHeHHOCTb B AETCKOM MNONynauuu
(B BO3pacTte o 18 ner) coctaBngetr 16-23 cnyyas Ha
100 TbIC. HaceneHus [3, 4]. Kak npaBuio, aTo NauneHTbl
C pasnu4yHbiMM BapuaHTaMu IOBEHWIBHOIO MAanonaTuye-
CKOro apTpuTa, 1 ToSIbKO 3—6% BCeX cnyYyaeB peBMaTtuye-
CKMX 3a60/1eBaHUI NPUXOANUTCSH Ha CUCTEMHbIE 3aboneBa-
HUS coefuHuTenbHom TKkaHu (C3CT) [5-7]. BmecTe ¢ Tem

B CTPYKTYpPE rocnuTain3vpoBaHHbIX B crieunanuanpoBaH-
Hble peBMaToNornM4yecKkne craumoHapbl 6osbHble ¢ C3CT
coctaBnsaioT oT 10 o 33%, B nepByto o4yepeab No npuymHe
60Jiee arpeccnBHOro Te4eHus 601e3Hu, 06yCNOBIEHHOIO
yalie BCEro NnopaxeHWeM }KU3HEHHO BaHbIX OpPraHoB,
B T.4. U OpraHoB AbixaHus [8—10].

[leTcK1e peBMaToNorv CTanKkmnBatoTCs C NopaxKeHeM pas-
JIMYHBIX OTAEN0B PECMMPATOPHOrO TPaKTa, KaK NpaBunio, npu
Takux Ho3onorusax ua rpynnbl C3CT, KaK cucteMHas CKnepo-
aepmus (CCL), toBeHUNbHLIM AepMaTto-/nonnMmmosnt (04AM/
M) n cuctemMHas KpacHas BondvaHka (CKB). Yawe Bcero
06HapYXMBaIOTCA MOPaXKeHU NapeHXMMbl NIETKKX, NNEBPHI,
a TaKXe COCy[oB, XOTS SIoKanu3auus nopaxeHun Bapbupyet
B 3aBMCUMOCTK OT Ho3onormun C3CT (cm. Tabnuuy) [2, 11].

BonbwKnHCTBO pecnupatopHbix npossneHnn C3CT cBa-
3aHO HEMNOCPEeACTBEHHO C camMM 3ab0sieBaHMEM (Mopaxe-
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Ta6nuua. CneKTp 1 oTHOCKTENbHAsA PacnpoCTPaHEHHOCTb NOPaXKeHWn opraHoB pecnupatopHoro Tpakta npu C3CT (agantupoBaHo M3 [11]

C UBMEHEHUAMM)

Table. Spectrum and incidence of lung damage at connective tissue systemic diseases (adapted from [11] with changes)

MapeHxuma nerkux Cocyabl
Ho3onoruu

JlerouHas 7] 3Hble

C3CT UHTepcTMUManbHoe Bo3ayxoHoCHblIe Mnespa Andoy

apTepuanbHas anbBeoJNIipHbIe
nopaeHue nyTu

runepTeH3usa remopparuu

cca +++ - - +++ -

aM +++ - - + -

CKB + + +++ + ++
MpumevaHune. CCL, — cuctemHas cknepogepmus, M — nepmatommnosunt, CKB — cucTemMHas KpacHas BonYaHKa; «——» — He 0GHapyXuBaeTcs,
«+» — ONUcaHue OTAENbHbIX CMly4aeB, «++» — B PEAKUX CyYasX, «+++» — 0BHapYKMBaETCs 4acTo.

Note. CC[l — systemic sclerosis, IM — dermatomyositis, CKB — systemic lupus erythematosus; “~” — not revealed, “+” — isolated cases,
“++” — in rare cases, “+++” — revealed frequently.

HWE MapPEeHXUMbl UK NEFOYHbIX COCYAOB, AMCOYHKLMA aAna-
dparmbl 1 gp.), pasBuT1e Apyrux HOCUT BTOPUYHBIN XapaKTep
(pa3HoOOGpa3Hble NeroYyHble MHPEKLUU, NEeKapCTBEHHbIE
NnoBpeXAeHUs). Hannyme MHTEPCTUMLMANbHOIO MOpaXKeHus
nerkux (MMNJ) npu C3CT B 3Ha4YUTENbHOM Mepe BAMUSET Ha
BbI6Op TepaneBTUYECKON TaKTUKM U HepeaKo onpeaens-
€T NporHos. Mopdonornyeckne nameHeHus npu UMJ1 npu
BCEX HO30/10rMaX Yalle BCEro nposiBASIOTCA MpPU3HaKamu
HecrneundryecKon MHTEPCTULMANBbHON MHEBMOHUK, peEXe
o6HapyxmBatoTcsl 06bl4HAs MHTEpCTULMaNbHAs MHEBMOHWS,
opraHvM3oBaHHasi THEBMOHMS, MIMMdOLUTAPHAA UHTEPCTULIM-
anbHas nHeBMoHuA [12]. Y geten ¢ C3CT UIMJ1 BcTpeyaeTcs
penko. Kak 1y B3pochnblx, Hanbonee 4acTo noparKeHue ner-
Kux BbiiBnsieTcs y naumeHToB ¢ CCL, ¢ 10OBEHWNbHBIM Haya-
JIOM, PEXe — C IOBEHUNbHbIM AepmaTomuo3uTom (KOOM)
1 CKB ¢ 1oBeHUNbHbIM Havanom [3, 8]. HYactota MHOEKLMOH-
HOro NMopa*KeHus opraHoB AbixaHusa y aeten ¢ C3CT Bbllwe,
yeM y B3pochbix [3, 8].

MATOrEHE3 NMOPAXEHUSA JIETKUX

MPU CUCTEMHbIX 3ABOJIEBAHUAX

COEAMHUTE/IbHOM TKAHMU

MaTtoreHe3 nopaxkeHus opraHoB AbixaHua npu C3CT
u3yyeH masno. LleHTpanbHas ponb OTBOAWUTCH MOBTOPSAIO-
LWMMCH MUKPOMOBPEXAEHUSAM a/ibBEONSAPHbIX 3NUTENNab-
HbIX K/JIETOK W HapyLeHWI0 BOCCTaHOBJIEHWUS (pemonenu-
poBaHWA) NEero4yHoro 3nuTenus B MNpoLLecce pereHepauun
NOBpPEXKAEHHbIX TKaHen [12, 13]. JleroyHas napeHxuma
Nnpu BO3[EWCTBMM Ha Hee BHEWHWX CTUMYNIOB, TaKUX Kak
MWKPOOPraHu3Mbl WJIK TOKCWHbI, BbICOKOYYBCTBUTESIbHA
K MOBpPEXAEeHUI0, Ha KOTOPOoe OTBEYaeT MOBbIWEHUEM CUH-
Te3a W aKTUBHOCTU MPOBOCMANUTENbHbIX LUWUTOKMHOB [13].
Mpouecc NOBTOPHbLIX MOBPEXAEHWN NErknux COonpoBOXAa-
eTca AuCperynaumMen u HapylleHUAMU KaK BPOXKAEHHOro,
TaK ¥ aganTMBHOro MMmyHHoro oteeta. pu C3CT neroy-
Hble MaKkpodaru nornowawT U Aerpagupylotr BAbIXaemble
MHODEKLMOHHbIE areHTbl, OPraHUYeCKyl0 U HEOPraHUYeCKyo
Nbilb ¥ OEUCTBYIOT KaK aHTUreHNpeAcTaBAoWne KIETKH,
NPUMBOAA K aKTMBauuK ayTopeaKTuBHbIX CD4- T-knetok
1M B-nMMPOLMUTOB M 3anyckass MexaHWM3M BblpabOTKKU ayTo-
aHTUTEN Yy TEHETUYECKU MNPEAPACrONOKEHHbIX WHAUBUAYY-
MoB [12, 13]. YacTb ayToaHTUTEN MOXET 6blTb NaTOreHHOM
M y4yacTBOBaTb B Pa3BUTUU M XPOHM3ALIMKU MOBPENKAEHUN
JIErO4HON NapeHxmMbl. [TpK 3TOM aHTUTreH-MHAYLMPOBaHHas
KNoHanbHaa B- n T-KneToyHasa akcnaHcusa (nponudepauns)

B NMOBPEXAEHHbIX TKAHAX-MULWEHAX accoLMMpoBaHa C reHa-
MW UMMYHHOro oTBeTa B HLA-pernoHe [12].

B ocHoBe dopmupoarua UMJT nexxuT HapyweHue 6anaH-
Cca Mex[y YHuBepcaibHbIMW BOCNANUTENbHBIMU PEAKLUMAMMU
B OpraHuM3me 1 pemMoenMpoBaHMeM HOPManibHOW IErO4YHOM
TKaHW B OTBET Ha anbTepauuio [14]. Bocnanenue, penapaums
n GpubposnpoBaHne 06yCNOBIMBAIOT Pa3/INYHbIE TUMbI B3aK-
MOAENCTBUA MEXAY KNeTKaMK, Takne Kak aaresus, Murpaums
n nponudepauns dénbpobnactoB 1 MnodubpodnacTos [14],
nogasfieHMe anonto3a muodubpobdnacToB [14], a TaKxKe
BbICBOOOX/EHME LIMTOKMHOB, TakUX Kak TpaHchopMupyto-
wuin daktopa pocta B1, dakTtop HEKpo3a onyxonu o, dak-
TOp aKTMBauWW TPOMOOLIMTOB, MHCYTMHOMOAOGHbLIN daKTop
pocTa, KOTOpble ABASIOTCA MOLWHbIMW aKTMBaTOpaMun pemo-
[IenMpoBaHunsg, onocpegoBaHHoro pubpobnacramu [13, 14].
CnefctBMeM 3Toro ABASAIOTCH penapaTUBHbIE MPOLLECCHI,
B pesy/nbTaTte KOTOpbIX Ha MeCTe MOBPEXAEHUS NMPOUCXOAUT
136bITO4HOE Pnbpo3006pasoBaHune [14]. Passutue UMJ npu
COVID-19, conpoBoxaatoleecs 3Ha4YUTeNbHbIMW KOarynsiLm-
OHHbIMW HapyLLeHWAMMU, MOCTaBMI0 BONPOC O POK NpoBocna-
NUTENbHbIX LUTOKMHOB BO BceM crnekTpe UMJ1. BsanmocsBsA3b
aKTMBaALIMM MNPOKOArynsiHTHOro Kackaga M CKIepoTUYEeCKOM
peakumn npu C3CT goctoBepHO AOKYMeHTMpoBaHa [1, 14].
AnbBEONSIPHOE MOBPEXAEHWE W TpaHccyaauus nnas3mel,
Bbl3blBass o6pa3oBaHuMe 6Goratoro GuMOpMHOM 3IKccyaaTta,
B CBOI 04yepefb, MOBbIWAET NPOKOAryNSHTHYIO aKTUBHOCTb.
DU6PKUH, HaxoasAWMNCA B anbBEONSPHOM M UHTEPCTULIMANb-
HOM MpPOCTPaHCTBE, CNOCOBGEH NOTEHLMPOBaTb BOCNaneHue,
ycunuBas aare3uvto BocnajuTebHbIX U MMMYHOKOMMETEHT-
HbIX KNETOK, noBpexaas cypdaktaHT [14]. Kak uTor, Hapylle-
HWe npoueccoB GopMUPOBaHKA 1 pacnaga dGUbpuHa MOXKeT
onpeaensiTb TAXeCTb leroyHoro dbuépo3a. MNokaszaHa Koppe-
naumsa otnoxeHus dubpuHa ¢ dopmupoBaHnem drubponpo-
nudepatnBHbIX o4aros. O6CyxaaeTcs ponb TPOMOOLMTAPHO-
ro daxkTopa 4 U KOMMNIEKCOB TPOMOUH-aHTUTPOMOUH B 3TUX
npoueccax [15].

HapylweHune CTpyKTypbl IErKOro B npouecce Guépo3Horo
pemMoaenMpoBaHUs NPOUCXOAMT 3a CHET NEPECTPONKK UHTEp-
CTULUMaANbHOIrO MaTpuKca 1 6a3anbHON MeMbBpaHbl, BKOYe-
HUSA CTUMYNATOPOB aHrMoreHesa C nocleayownumMm n3mMeHe-
HUWEM apXUTEKTOHMKK cocyaoB nerkmx [14, 15]. B HacTosiuee
BPEMS CYLLECTBYET TOYKa 3peHus, 4To GUOPO3HOE pemoje-
JINPOBaHUE JIETKUX MOXET MPOUCXOANUTb U MPU OTCYTCTBUM
BOCManeHns, Korga MOBpEXAeHHbIe anbBeosioLUUTbl 3any-
CKaloT NaTo/IOrMYEeCKUI NPoLLEeCcC NPeUMyLLECTBEHHO NO NyTH
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aKTMBauuu dubponnactmyeckmx npoueccos [14]. Hapsgy
C npoueccaMu MOBPEXKAEHUA W HapylleHWs ajeKBaTHOM
penapauuu cylwectBeHHoe 3HavyeHue B natoreHese WM
UMeIOT reHeTM4yecKas npeapacnonoXeHHOCTb, B NepByto
oyepeb HapylweHne BbipaboTKN M GYHKLIMOHaNbHAs Heco-
CTOSITENLHOCTb cypdaKTaHTa (Hanpumep, 3a cHeT pasfnyHbIX
mMyTaumn B reHax SFTPC, ABCA3, SFTPA2) [14], a TaKke
nedeKTbl pa3BuTUA (Hanpumep, anddysHaa uauonaTuye-
CcKas runepnnasvsa HEWPOIHAOKPUHHbLIX KIETOK JIErKOro,
6poHxoneroyHas aucnnasus) [12-14].

MaTtoreHes WIMJ1 y petern u B3POCHbIX CyWECTBEHHO
pasnunyaetca. MI3BECTHO, Hampumep, 4YTO MAMOMNaTUYECKUM
Grbpo3npyoLLINKN anbBeonnT — camas Yyactas ¢opma UIMJ
y B3POC/bIX — HE BCTPeYaeTcs y MafeHUEB U ABNSETCS pea-
KOW naTonornen noapocTKoBOro Bo3pacTa [16]. BocnaneHune
W penapaTuBHble Npouecchbl y AeTer MPOUCXOAsAT B pas-
BMBAlOLLEMCS NerkoM, 4TO 06YycnoBAMBaeT OCOBGEHHOCTH
npossnenun UMNJy peten [14, 17]. llerkue peten 6onee vyB-
CTBUTENbHbI K BAbIXaeMbIM MOTEHLMANBHO TOKCUYHbIM BeELle-
CTBaM, MO3TOMYy Hanuyve GOHOBOW «HECOCTOATENbHOCTU»
NIEro4HOM TKaHW 3a CYET MpPe/LecTBYIOLErO NOBPEXAEHMUS
NIErKMX PasfiMyHbIMU TOKCMHAMMK BHOCWT CBOM HeEraTvBHbIN
BKIaj B cliydae pas3BUTUS MOParKeHWs Nerkux y pebeHka
¢ C3CT [14, 18].

CPOKHU PA3BUTUSA MOPAKEHUA NNEFKUX

NMPU CUCTEMHBIX 3ABOJIEBAHUAX

COEAVUHUTENIbHOMN TKAHU

YCNOBHO MOXHO BbIAENUTb TPWU CLEHAPUS Pa3BUTUSA
nopaxexus nerkmx npn C3CT — KaK y eTen, Tak U y B3poc-
nbix [12, 19]. Bo-nepsblX, Haubonee pacnpocTpaHeHHbIH
BapuaHT — MopaKeHne Nerknx npu chopmmpoBaBLlUENCSH
KNMHMYyecKon kapTuHe C3CT, yaoBneTBOPSIOLLEN KPpUTEPHUSM
AMarHosa. 310 HaMMeHee CNOXHbIN U3 TPEX ANarHOCTUHECKMX
cueHapueB. TeM He MeHee Ntbble pecrnMpaTopHble NposBe-
HUe y naumeHTa ¢ C3CT Ha nepBOM 3Tane AnMarHoCTUYECKOro
noucKa TpebylT WUCKIYEHUS WHPEKLMOHHOro npoLecca
JINGO MOPaXKeHUs Nerkux IEKapcTBEHHOro reHesa, Tak Kak
3TW OCNIOXKHEHUS 0CcOBGeHHO YacTbl y nauueHtoB ¢ C3CT,
noJiy4yatowMx KOMMIEKCHYI0 UMMYHOCYNPECCUBHYIO Tepanuto
[1, 2]. MopaxkeHne nerkux, AMarHoCTMPOBAHHOE B YCOBUSAX
ycTaHoBNEeHHOro anarHo3a CKB, MOMXET ObiTb KIMHWMYECKMU
3HAYMMbIM UK NPOTEKATb CYOKIMHUYECKHN U ObITb BbISIBNEH-
HbIM Clly4alHO B peaynbrate CKpuHWHra [18]. Bo-BTOpbIX,
3aboneBaHue MoXeT aebtoTnpoBatb ¢ UIMJ1. MoaobHbIN cue-
Hapui 6onee xapakTtepeH ana KOAM /M, pexe BcTpeyaeTcs
npv peBMaToMaHOM apTpuTe M KpanHe peako — npu CKB,
OCOBEHHO Yy AeTen, XOTs Oony6/JMKoBaHbl OTAE/bHblIE OMWM-
caHua noaobGHbIX ciyYyaeB B AeTCKOM Bo3pacTe [20, 21].
B-tpetbux, UMJ1 MOXKET AOMUHUPOBATb B KIIMHUYECKOW Kap-
TUHE Ha BCEM MPOTAXEHWM 3abosneBaHUs, OLHAKO 3TOT
cueHapuin 6onee xapaKTepeH A5 B3POC/bIX, a TaKkXe npu
CMellaHHOM 3abonieBaHUM COEAMHUTENbHON TKaHW, nepe-
KPecCTHbIX cuHapomax [11, 19, 22]. AuarHoctuka C3CT
B TaKMX Cny4asx MOXeT OblTb 3aTpyAHEHA, MOCKO/bKY BHU-
MaHWe KIMHUUMCTa COCPeoTO4YEHO Ha MOpaXKeHMn Nerkoro,
a CUCTEMHbIE CMMMNTOMbI MOryT OblTb HE3AMETHbLIMM, XOTA
M TUNUYHbIMU. B MOJOGHBLIX CUTyaUMsIX HACTOPOXKEHHOCTb
Bpaya B nnaHe ucknoyeHnsa C3CT KpalHe BaxHa, pellato-
LYIO PO/ib MOXET Cbirpatb KBaluGULUMPOBAaHHOE WMMMYHO-
normnyeckoe o6enegosaHune [13]. Cy6KNMHUYECKOE TeveHne
npouecca, No AaHHbIM psja aBToOpoB, BCTPeEYaeTcs y AeTen
yalle, 4em y B3pocnbix [23]. B ¢BSI3N C BbllleCKa3aHHbIM

CBOEBpPEMEHHAas AMarHOCTMKa KaK OCHOBHOMoO 3a60neBaHus
B Leniom, Tak u UMJ1 B pamkax C3CT no-npexHemy octaeTcs
aKTyallbHOM NPo6AEeMON PEBMATOSIOM UK.

OECJIEAOBAHME AETEA C CUCTEMHbIMH

3ABOJIEBAHUSIMU COEAUHUTE/IbHOW TKAHHU

NMPU NOAO3PEHUU HA NOPAXEHMUE NErKUX

3Ha4YNMMOCTb MOPaXKEHUs NIErKKUX AN NPOrHo3a ABASET-
Csl BECOMbIM aprymMeHTOM B MOAb3y HEOOXOAMMOCTM Mpo-
BeAeHMs KaxaoMy pebeHKy ¢ yctaHoBneHHbiM C3CT psaaa
ob6cnenoBaHun ans BbigBneHnsa UMNJ1, OLEHKU ero TaxecTu
M pUCKa MporpeccuMpoBaHMsa npoluecca B nerkux. Hapsagy
C KIMHWYECKMM OCMOTPOM MNauMeHTY HEOOXOANMO NMPOBECTH
dYHKUMOHaNbHOE Nero4yHoe TeCTUPOBaHUE — CMIMPOMETPHUIO
n onpegeneHve AMPPY3MOHHOM CMOCOBHOCTU NErKUx Wau
6oannnetTnamorpadumio [17, 23, 24]. IMHammyeckoe dyHKLK-
OHaNbHOE NIero4Hoe TECTUPOBAHME NO3BOSIAET OTCEXMBATb
N3MEHEeHUsT GYHKUMK Nerkux Ha ¢doHe Tepanuun 1 OTHOCUTCS
K Ba*kHbIM METOaM KOHTPONS Te4yeHus 3aboneBaHus, o6Ha-
PYXMBAEMOrO NPU PEHTTEHONOTMYECKOM UCCNed0BaHNM.

Mockonbky mopdonorndyeckne ocobeHHoctu UMJ nme-
0T AOCTATOYHO OTHET/IMBbLIE KOPPENALMU C PEHTIEHONOMM-
YECKOW KapTMHOM MpW KomMbloTepHoM Tomorpadumn (KT)
BbICOKOIO pa3pelleHunst, NocnefHsas WUPOKO UCMNOJb3yeTcs
B AuarHoctuke WUIMJT nwo6on atuonoruu. Mo 4yBCTBUTENb-
HOCTM K cneundunyHocTM KT HaMHOro NPeBOCXOAUT PEHT-
reHorpaduto rpyaHon KNeTkun [25-27]. 3ToT MeTo OTHOCAT
K KNIOYEBbIM UCCNEfOBAHUSAM B paMKax AMarHOCTUYECKMX
aNropuTMOB MNpU BbISBAEHUU GUOPO3MPYIOLWMX Npouec-
COB B JIETKUX y feten [24—26]. PeHTreHonornyeckme npo-
ABNneHnsa y geten ¢ UMJ1 BrAYaloT (C pa3HOW 4acToOTOM
N BbIPAXXEHHOCTbIO) TaKMe TUMUYHbIE MPU3HAKK, KaK ANd-
dy3HbIN XapaKTep M3MEHEHUN, CUMMETPUYHOE MOPaXKEHUE,
npeobnagaHne M3MEHEHUV B 6Ga3alibHbIX WM «MJalleBbIX»
oTAaenax cyénneBpasnbHO, CUMATOM «MaToOBOrO CTEKNa», Mpu
NPOrpeccupoBaHnK nero4yHoro ¢mbpo3a — HapacTaHue
PETUKYNAPHBIX UIBMEHEHWI, NOSIBAIEHWE TPAKLMOHHbLIX 6POH-
XO3KTa30B M 3/IEMEHTOB COTOBOrO sierkoro [26]. KT nosso-
N9eT onpegenuTb pacnpocTpaHeHHOCTb M Xxapaktep WM,
4YTO MOMOraeT B TPaKTOBKe OOLLeN TAXKECTU CUCTEMHOIO
npouecca. Bmecte ¢ Tem, B 0T/IM4ME OT B3POCIbIX, Y AETeH
He oTMmevatoT nposasneHuin KT, KoTopble ABNSAMCbL Obl npe-
OWKTOpamMK MPOrpeccupoBaHns B KIMHUYECKU 3HAYUMbIN
NleroyHbin omnbpos [27, 28].

Ecnv mHdopmaummn, NOSydeHHOM MNOoche KIMHUYECKO-
ro OCMOTpa, UCCNefoBaHUS QYHKLMM BHELIHEro [AbIXxaHus
n KT, poctato4yHo Ans yctaHoBneHus Hanuums WIMJI, ero
XapaKtepa M TaXecTu, 6uoncusa erkux o6bl4HO He npume-
HseTcs [24]. Bonpoc 0 HeE06X0AMMOCTM 6UOMCUM BOSHUKAET
B CNOXHbIX AnddepeHLmanbHo-AnarHoCTUYECKMX CUTyaLm-
X, CBA3AHHbIX C MHPEKUMOHHbIMU MU NIEKAPCTBEHHbLIMM
OCNOXHEHUAMM.

NMOPAXKEHME JIETKUX NMPHU CcC

C OBEHWJ/IbHbIM HAYAJIOM

Y peten, Kak u y B3pOC/bIX, MOPaXKeHne opraHoB Abixa-
TENbHOW CMUCTEMBI Yallle Bcero npoucxoaut npu CC/ ¢ toBe-
HUNbHBbIM Hadvanom (toCC/) [8]. He3aBncuMmo OT Bo3pacTa
pa3Buthe y 60sbHbIX ¢ CCA WUIMJT n neroyHon aptepuanb-
HOM runepteH3un (JIAI) accouMMpoBaHO CO CHUXKEHWEM
KayecTBa KW3HW M BbICOKUM PUCKOM fIETasbHOro MCXoaa,
nocnegHee — BO MHOIMOM MO MPUYMHE MPOrpPeccUpyoLLen
cepilevyHon HepgocTaTtovyHocTun [2, 3, 29]. UMJ1 anarHoctupy-



etca y 35% 6onbHbIX ¢ ©CC/ [30], Toraa Kak y B3pOChbix
¢ CCO — B 80% cnyyaeB. Cpean NpUYUH CMepPTU 60SbHbIX
¢ oCCA Ha UNJT npuxoauTtea no 12,5% cnyyaes [31].

UIMJ1 BKIOYEHO B Masble KnacCUuPUKauMOHHbIE KpUTe-
puun 10CCA [3, 30]. Tak e Kak 1 y B3pochblx, 0CC/ valle
BCEro MNposIBNSETCH MHTEPCTULUMANbHbIMU MHEBMOHUSAMM.
Mo pa3HbIM AaHHbIM, fleroyHbln Grnbpo3 3a Bpems 60/1e3HU
pa3BuBaetcad y 25-34% 6onbHbIX, Toraa Kak JIAI 6bina
AvarHoctupoBaHa Bcero B 5—-8% cnyyaes [30, 32]. 1o mHe-
HUWIO @aBTOPOB, HN3Kas YacToTa JIAl, KoTopas accoumupyeTcs
¢ nMmuTUpoBaHHOn dopmon CCL 1 HOCUTENBCTBOM ayTOaH-
TUTEN K LLeHTpoMepam, 06YC/I0B/IeHa PEAKOCTbIO TaKNX GopMm
y aeten [30]. B uccnepgosaHmm A. Adrovic 1 coaBT., B KOTOpOe
OblIM BKAOYEHbI 29 MaLMEHTOB C IOBEHWbHBIM Havyanom
CC/[ B Bo3pacTe 18,3 + 3,2 roaa, NoparKeHue nNerkux npu
BK/IOYEHMU B UccnefoBaHWe 6bli10 BbiiBneHo B 20% cnyya-
€B, a B xofe HabnoaeHus (6,5 £ 4,5 roga) —y 27% [33]. 310
CBUAETENbCTBYET O TOM, HTO B NpoLecce pa3BuUTUsA 60/1e€3HU
yucno geten ¢ UMJ1 Bo3pactaeT, YTO KOCBEHHO yKa3biBaeT
Ha HeJoCTaTO4HYI0 3QDEKTUBHOCTb MPUMEHSEMON TEPANUM.
Mpu cpaBHeHun B3pochnbix ¢ CC, 3a6oneBWwnx B JETCKOM
BO3pacTe n B Bo3pacTe nocne 20 net, oKasanocb, 4TO
YyactoTa M CTeNeHb NOpaXKeHWUs BHYTPEHHWX OPraHoB B 06e-
WX Fpynnax Ha MOMEHT MocfeAHEero ocmMoTpa OAMHAKOBbI.
B uyacTtHoCTM, nero4yHon ©¢ubpo3 (MO AaHHbIM PEHTreHo-
rpadumn n/mnn KT opraHoB rpyaHOM KNETKKU) Obln BbIsiBSIEH
y 23 1 36% 60/1IbHbIX COOTBETCTBEHHO (p = 0,058), 4TO CBMU-
AeTenbcTByeT 0 6/IM3KMX TemMnax NporpeccupoBaHmns 6ones-
HW y B3pOChbIX U aeTen [34]. AHTUTEeNa K Tononsomepase 1
BcTpeyatotes y 43% B3pocnblx nauneHToB vy 34% neten
¢ CCA v accouununpytotcs ¢ auddysHon dopmon 60ne3Hu
n passutnem UIMJ1 [30]. AHTULEHTPOMEPHbIE ayToaHTUTENa,
KoTopble y B3pocnbix accouumpytotea ¢ JIAL, npu 0oCCL
BCTPEYatoTCsl PeaKo M CYUTAOTCH MPOTEKTUBHLIMKU B MNiaHe
pa3Butnsa pubposa nerxkux [30].

UM B pe6iote 0CCL Hepeako GbiBaeT 6eCCUMMNTOM-
HbIM, B nocnegylowem nosBaseTcs oAblllKa, Cyxon Hemnpo-
OyKTMBHbIM Kawenb [3, 33]. UMJT npu w0CCH, Kak u npu
apyrux popmax nero4Horo dGrMéposa, BbiIBASIOT C MOMOLLbIO
dYHKLMOHANbHOro neroyHoro TtectupoBaHus u KT opra-
HOB TpPYAHOW KNETKWU, KOTOPbIE CYMTAIOT «30/10TbIM CTaH-
faptom» auarHoctuku UM y geten [29]. Ona UNJ y peten
¢ 10CC/l xapaKTepHO CHWXXeHWe GOPCUPOBAHHOM HUIHEH-
HOM eMKocTu nerkux (PXEJT), o6bema PpopcrpoBaHHOro
Bbigoxa (O®PB1l) n AnMdPY3MOHHOM CMOCOBHOCTU NErKMX,
OoTpaKalolWmMX PECTPUKTUBHBLIN TUN BEHTUASLMOHHBLIX Hapy-
WweHun gbixatenbHon dyHkumm [35]. Mo aaHHbIM R.A. Russo
n M.M. Katsicas, peCTPUKTUBHbIN TUM HaPYLEHUN CO CHUMXKE-
HueMm PXKEJ BbiaBneH y 65% nauMeHToB, CHUXKeHWE aAnd-
$dy3noHHOM cnocobHocTH nerkmnx — y 13% [35]. MocneaHee
oTparkaeT andodysnto ra3oB 4vepes anbBeONSPHO-KaNuI-
NAPHYI0 MeM6BpaHy Nerkunx 1, Takum ob6pasoM, MOXKET CBU-
fleTenbCcTBOBaTh 0 pa3BuTMK KaK JIAT, Tak n UMJI. B o6ounx
cllydyasix 3TOT MoKas3aTeflb CHWMXKaeTcs OAHMM M3 MNepBbiX
[33, 35], oH OoTparkaeT NPOrHOCTUYECKN HEBNAronpUATHbIE
npoueccbl NM60 B NapeHxume, 60 B COCyaax Nerkux,
noaToMy BbiiBNneHue y nauuneHta ¢ CCA cHuxeHusa anoddy-
3MOHHOM CNOCOBGHOCTU NIEMKMX, MO HaLEMY MHEHMIO, MOXET
CBMAETENbCTBOBATL O MpPOrpeccMpoBaHuMM 3abofieBaHus
1N HEOBGXO0AMMOCTHM NepecmoTpa Tepanuu.

Mo paHHbIM KT nameHeHuns B nerkux npu wCCA yauwe
COOTBETCTBYIOT HecneuMdrUyecKon MHTEPCTULMANBbHOM MHEB-
MOHMW U NpeAcTaBfieHbl PacnpPOCTPaHEHHbIMU CUMMETPUY-

Puc. 1. MHTepcTUUManbHOe NoparKeHUe Nerkux No AaHHbIM

KTy 6onbHoro K. ¢ toCC/L (Bo3pacTt — 17 net, AIMTeNbHOCTb
3ab6oneBaHus — 5 ner)

Fig. 1. Interstitial lung disease according to CT in patient K.
with juvenile SS (17 years old, disease duration — 5 years)

lMpnmeyvaHme. A — caruTtanbHas nNaocKocTb, b — ppoHTanbHas
NNOCKOCTb.

UcTtouHuk: Kanega M.U. 1 coaBT., 2021.

Note. A — sagittal plane, B — frontal plane.

Source: Kaleda M.I. et al., 2021.

HbIMU PETUKYNSAPHBIMU U3MEHEHUSMU, YMIOTHEHUSMU MO
TUMY «MaTOBOE CTEKJSIO» C CYOrieBpasibHbIM MOBbILEHWEM
BO3[YLUHOCTU M NpeobnajaHueM U3MeHeHUN B 6a3alibHbIx
oTaenax nerkux [36]. Pexe, 4eM y B3poC/blX, HO OGHaPYHKK-
Batotca Ha KT numdageHonatus, pacwmpeHue nuiesona,
YMAOTHEHWE MNEeBPbl UAW Aaxe HeOOoNblIOW MnieBpanbHbIi
BbIMOT, a TaKkxe npuadHaku JIA[ n nopaxexusa cepgua. MNpu
nporpeccupytoem TedeHnn WUMJT nossnaioTca cybnies-
panbHble KUCTbI, TPAKLUMOHHbIE BPOHX03KTa3bl U 3NIEMEHTHI
COTOBOrO fierkoro (puc. 1) [28, 36]. bonee pacnpocTpaHeH-
HOoe BOBJieYeHWe napeHxuMbl fierkmux Ha KT koppenupyet
C NN0XMM NporHo3om [33].

Mpn CCL n3mMeHeHus B Nero4Hon TKaHu, BbiiBASEMbIE
Ha KT, He Bcerga 4eTKO KOPPEenmpyT ¢ GYHKLMOHANbHbIMK
TectaMu. Hanpumep, npmuadHaku UMJ no aaHHbIM KT moryT
ObITb O6GHapPYXeHbl U Y NALKUEHTOB C HOPManbHbIMK NOKa3a-
Tenamm GYHKLMOHANbHOIO N1ero4HOro TectupoBaHusa [34].
Buomapkepamun Hanuuua u axktmHoctu WUIJ1 asngiotca
cypdaKTaHTHble 6enku, onpeaensiemble B CbIBOPOTKE WM
B NMPOMbIBHbIX BOAAX, MOAy4Yaemblix Npn 6pOHX0anbBeONsp-
HOM naBaxe [37]. OgQHUM M3 NepPCrneKTUBHbLIX BUOMapKe-
poB UMMJ1 aBngeTca MyunHONOAO6HbIM 6enoK KL-6 (Krebs
von den Lungen 6), KOHLLEHTpaLusa KOTOPOro noBbiWwaeTcs
B CbIBOPOTKE KPOBM B OTBET Ha MNOBPEXAEHWE anbBeo-
NISPHbBIX MHEBMOLUMTOB 2-T0 TUMa M OPOHXMasbHbIX 3MK-
TenunanbHbix Knetok [38]. Y petert ¢ C3CT KOHLEHTpaLuus
KL-6 noBblWaeTcs npu NoparkKeHnn napeHxuMol nerkux, T.e.
noKasaTteslb MOXET OblTb UCMONb30BaH KaK CKPUHUHIOBbLIN
Mapkep UMJ [38].

MOPAXKEHME JIETKUX NPU IOBEHU/IbHOM

AEPMATO-/NOJIMMUO3UTE Y AETEH

Mpu tOBEHUIBHOM AepMaTo-/NoIMMUO3UTE MOopaxeHue
nerkux B Buae UMNJ1 Takke 6onee xapaKTepHO ans B3pocC-
NbIX NauuneHToB [3, 8]. Y B3pocabiX NaUMeHTOB ¢ gepmaTto-/
NnoIMMMO3MTOM YacToTa €ero BCTPeYaemMocTW cocTaBnser
35-45%, nputom 4to y 18-20% nauneHTtoB WUIMJT moxeT
ObITb NMEPBbLIM MPOSIBNEHNEM 3a60NEBAHUSA U NPEALLECTBO-
BaTb MBMEHEHUSAM CO CTOPOHbI KOXK U MbllwL, [39-41]. Mpwu
aepmarto-/nonmmuosute y geten UMJ1 BcTpevaeTcs 3HaYu-
TeNbHO peXKe, YeM Yy B3POCAbIX, — NpuUMepHOo B 14% cnyya-
eB [42]. 3aboneBaHWe y Tak1x NauMeHToB UMeeT CTepTylo
KNMHUYECKYIO KapTUHY M Haubonee 4acTo npossnaseTr cebs
OAbIUKOM NMpu GU3MYECKOM Harpy3ke, Mo3ToOMy CBOEBpe-
MEHHasi MbIC/lb Bpa4a O BO3MOXHOCTW TaKOro nposiBie-
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Puc. 2. UHTepcTULManbHOe nopaxKeHue Nerkux no AaHHbIM
KTy 6onbHoi M. ¢ FOAM (Bo3pact — 10 net, AnmMTenbHoOCTb
3a6ofeBaHnsas — 8 Mec)

Fig. 2. Interstitial lung disease according to CT in patient M.
with juvenile DM (10 years old, disease duration — 8 months)

UctouHuk: Kanega M.U. v coaBT., 2021.
Source: Kaleda M.I. et al., 2021.

HUS U NpUMeHeHne QYHKUMOHANbHbIX U BU3YanU3UPYIOLLMX
METOO0B SBASIOTCS peLiatowMMm 415 NOCTAaHOBKM AMarHo3sa.
OueHKa AblxaTenbHON QYHKLMKU NErKMX BblIBNSET U3MeEHe-
HUS MO PECTPUKTUBHOMY TUMy (CHMKeHne PIKEJ, OPB1),
oueHKa AnddY3MOHHOM CNOCOBHOCTU NIETKMX BLIABISAET ee
CHWeHue [2, 3]. Ang Bu3yanusaumn AoSKHa NCNONb30BaTb-
cs1 KT BbICOKOro pa3pelleHuns, no3Bonstowas BbiiBUTb Npu-
3HaKM NOPaXKEHU UHTEPCTULMS (Hanpumep, U3MEHEHUS No
TUMY «<MaTOBOIO CTeKa», puc. 2) [40-43].

BaHbIM noacnopbem B avarHoctuke WIMJT npu nepma-
TO-/NONMMMUO3NTE SBASIETCA ONpefesieHne CcrneKkTpa Muo-
3UT-CNEeLMPUYECKMX U MWUO3UT-aCCOLIMMPOBAHHBIX ayTOaH-
TMTen. Hanbonee 4yacto nopaxKeHue Nerkux XapakTepHo
4NS NauueHToB, UMeEoWKUX aHTuTena K amuHoauun-tPHK-
cuHTEeTazaMm, npexge Bcero Jol-aHtuTena (anti-histidyl
tRNA synthetase antibody), U KIMHUYECKME NPOSABAEHUSA
aHTUCUMHTETa3HOro cuuHapoma [2, 38]. C passutnem UM
y NaLMEHTOB MOryT 6blTb CBA3aHbl TaKXe aHTuTena Kk MDAS
(melanoma differentiation-associated gene 5), PL12 (alanyl
tRNA synthetase). BbiaBneHue Ro-aHTUTEN MOXET yKa3sbl-
BaTb Ha pa3BUTUE NEPEKPECTHOIO CUHAPOMA, BK/ItOYAOLLErO
KIMHU4ecKune nposasnenus FOAM m UMMJT [43].

UMJT moxeT npoTekatb B BuAe OCTPOM/MOAOCTPOM
(52%) 1 xpoHuyeckon cdopmbl (48%). PakTopamMn pucKa
pazsutna UMJ y naumentos ¢ KOAM asnsioTca 6onee ctap-
UMM BO3PACT Ha MOMEHT MOCTAHOBKM AMarHosa, Hanuyune
B K/MHWYECKOW KapTUHE apTpanruin/aptputa, IMXopagKku,
BbiiB/ieHne Jol-aHTuten u aHtuten K MDADS, noBblilweHne
CO3 u CPbE [44-46]. HebnaronpuaTHbiMK daKTopamy,
YKa3blBalOLWUMN Ha BbICOKMIW PUCK Pa3BUTUSA OblXxaTebHOM
HeAOCTaTOYHOCTU U rMbenu nauueHTa, ABAATCA OCTPbIv/
NOAOCTPbIV BapuaHT TeYEeHMs, BO3pacT NauMeHTa, NpoLeHT
cHWxeHua OXEJT u amnmonaTnyecknin BapuaHT 3abonesa-
Hus [2, 45]. NoBbileHne GEPMEHTOB MbILLIEYHOro pacnaja
y nauneHtoB ¢ KOAM/IM B coyeTaHuun ¢ UMNJT moxKeT BblTb
He3HauyuTeNbHbIM. Haunbosee Tsaxenoe U pe3ucTeHTHoe
K Tepanuun UMJI, KoTopoe cnocobHO NPUBOANTb K ObICTPO-
My HapacTaHUIO AblxaTebHOM HeAOCTaTOYHOCTU U rnbenu,
oTMe4aeTcst Yy 60/IbHbIX ¢ aMMOMNaTUYECKUM AepMaToOMMO-
3uTom (AM) [2, 43]. OgHO3HA4YHOro O6bACHEHUS Gonee
Tsxenoro TevyeHua MUIMJT npu ammonatndyeckom M Ha
CEroAHsWHNM AeHb HeT. BO3MOXHO, 3TO CBS3aHO C OCO-
OEHHOCTAMM MMMyHOMNaToreHesa AaHHoro cyoétuna HOAM.
Mmeetca accouuaums amuonatmyeckoro HOAM c aHTu-
Tenammn K MDAS. Monekyna MDA5S qaBnsietcs ceHcOpom
aBycnupanbHon BupycHon OHK M KOMNOHEHTOM CWUrHab-
HOrO NYTU MHTEPDEPOHOB — MOLLHbIX MPOBOCHANUTENbHbIX
LMTOKMHOB. Jlerkne cnyaT €CTeCTBEHHOW «KOHTaKTHOWM
30HOM» C MHOMOYMUCAEHHBIMW PECNUPaTOPHbIMKU BUPYCa-

MW, 3amnycKalownMMnU UMMYHHbIWM OTBET OpraHnM3mMa-xo3siMHa.
Bo3MoxHO, aHTUTENna K MDAS Takum 06pa3om MoaynpytoT
GYHKUMM 3TOM MONEKYSbl, YTO pPe3y/bTaTOM 3TOro ABNSA-
I0TCA runepakTMBauma UHTEPPEPOHOBOro MyTU NOKalbHO
B JIEFOYHOM TKaHMW, yCuIeHue BOCMaNuUTe/bHbIX MpoLec-
COB, MOBPEXAEHUS NEroyHoMm TKaHu n dubposa [45]. Ha
Hal B3rNsa, HeNb3a UCKIIOYUTb M TOT daKT, 4TO B CBA3MU
C aTUMUYHON KapTUHOW y NauMeHTOB NPOUCXOANAT 3aleprKKa
NMOCTAHOBKM AMarHo3a 1 Ha3Ha4yeHUsa ajeKBaTHOW Tepanuu,
pes3ynbTatoM Yero SBASAOTCA HaKoMaeHue HeobpaTUMbIX
NOBPEXAEHWUM NErO4HOM TKaHW M XyAWWK NPOrHO3.

[MporHocTMyeckn 6onee HebnaronpuaTHbIM BapuaHT aep-
MaTo-/NoIMMUO3UTa C MOPaXKEHWEM JIErKUX — aHTUCKUH-
TETa3HbIK CUMHAPOM, BK/lOYalWKMKU ocTpoe Havano, WIJI,
JINXOPaAKY, CAMMETPUYHbIN HE3PO3UBHbLIA apTPUT, CUHAPOM
PelHo, nopakeHne KOXM Mo TUMNY «PYKU MexaHWKa», Halu-
4yne ayToaHTUTEN K CUHTETa3aMm, Yalle Bcero Jol-aHTuTen
(aHTHTEN K ructnaun-TPHK-cuHteTaze) [47]. Ona nogo6HbIX
nauMeHTOB XapaKTepHbl HEMOJHbIM OTBET Ha MMIOKOKOPTUKO-
cTepounabl M peunanBbl Ha GOHE CHUXEHMS MX J03bl, CONPO-
BOXJatowuecs B T.4. HapacTaHWeM AblxaTeNbHOW HeaocTa-
TOYHOCTU. [laHHbIM CUHAPOM XapaKTepeH Ans B3POCIbIX
60NbHbIX. Y AeTen BCTpedaeTcss O4YeHb peako [2]. MporHos
aton dopmbl UMJT y geten naoxon: NATUNAETHSS BbiXKMBae-
MOCTb cocTaBnsieT Bcero 70% [47].

PasButrne pgepmato-/nonMmuosnTa Kak BTOPUYHOTO,
napaHeoniacTM4ecKoro CMHApoMa y nauneHToB CO 3J/10Ka-
YECTBEHHbLIMU OMYXONAMU YMEHbLUaeT BEPOATHOCTb pa3Bu-
Tma UNJ [44].

MOPAXKEHME JIEFTKUX NPU CUCTEMHOM KPACHOM

BOJIYAHKE C IOBEHUJ/IbHBIM HAYAJZIOM

MopaxkeHne nerkux npu CKB y aeten OTHOCUTCS K Ynuciy
peaKux nposiBieHun 3aboneBaHus, HO, Hapsagy C nopa-
weHnem LHC, reMonuTMyecKon aHemuewn, KapanoBacKy-
NISPHON NaTo/IOrMen, acCoLMMPOBAHO C BbICOKMM PUCKOM
NneTanbHOro uexoaa, B T.4. Ha 1-m rogy 3a6onesaHus [3, 48].
Mo pesynbratam aytoncuu Ao 92—98% ymepLumnx B3POCbIX
naumeHToB ¢ CKB umetoT noparkeHue nerkux [49].

Yke nepBble uccnefoBaHua KoHua XIX Beka, BnepBble
[lOKa3aBlUMe CUCTEMHbIN XxapakTep nopaxexusa npu CKB,
OMWCbIBAIOT TaKMe CUMMMTOMbI, KaK 60/b B 06/1aCTU rpyaHON
KNeTKW, AWCMHO3, NieBpalibHbIK BbIMNOT, NEPCUCTUPYIOLLNE
fnieroyHble MHounbTpathl [48]. C Tex nop 06bem 3HaHUK
O PasfiMyHbIX BapuaHTax NopaxeHUs NErKnx CyLleCTBEHHO
nononxuncs. MNpu CKB onucaHbl nopaxkeHue nnespsbl (N1eB-
pUT), NapeHXuMbl (OCTPbIA IONYC-MHEBMOHUT, ANDOY3HbIE
anbBeonsapHble remopparuu, UMJI), cocyauctble HapylleHus
(NNAT, nero4yHass amb6onusa, ocTpass obpaTtMmas TMMOKCHUS),
nopaKeHue ApixatesbHblX NyTen (B T.4. 06AUTEPUPYIOLLMI
OPOHXMONHUT), NOpPaXKeHne MblWL, (CUHAPOM «CMOPLLEHHOrO»
NEerkoro), a Takke BTOpPUYHAs naTonorus (MHGEKLMOHHble
OC/IOXKHEHMS, NeKapCTBEHHOE NOPaXKeHWe, nopaxeHue ner-
KWX BCNeACTBME CUHAPOMa aKTMBaLMKM Makpodaros, Heo-
nnasun) [3, 48]. NopaxeHne nerkux oTMEYEHoO, Mo pasHbIM
OaHHbIM, ¥ 7,6—75% peten ¢ CKB, npuyem BoBneyeHue
B MPOLLECC NErKMX MOXET BbISIBAATLCA Ha NtoboM 3Tane
3aboneBaHus [3, 48].

C y4yeTOM BaXHOCTM CBOEBPEMEHHOIrO BbISBAEHUS
NoparKEHUs Nerknux Npu toBeHuMnbHoM aebiote CKB B cooT-
BETCTBMU C PEKOMEHAAUMSMU MEXKAYHAPOAHOW KOMWCCUM
3aKcneptoB — y4vacTHUKOB npoekta SHARE (Single Hub
and Access point for paediatric Rheumatology in Europe),



ony6nunKkoBaHHbiMK B 2017 r., B nepeyvyeHb 06sa3aTefibHbiX
obcnenoBaHUn BXOAAT peHTreHorpadus opraHoB rpyaHoM
KNeTKH, uccnegoBaHne GyHKUUKU BHELWHEro AblXaHuWs, BKIIO-
yas ouUeHKY Anddy3MoHHOM cnocobHocTH nerkux [50]. Mpu
noJO3pPeHUN Ha nerovyHoe nopaxkeHune KT asnsetca 6onee
[IMArHOCTUYECKM 3HAYUMMbIM, YeM peHTreHorpadust nerkux
[19, 48, 51]. Mo paHHbIM KT B3pocnbix naymeHToB ¢ CKB,
2-10% umetoT auddysHoe noparkeHue, go 30% — oyaro-
Bble HemaHudecTHble UTMJ [52].

OnddepeHumanbHaad AuMarHoCTMKa Mpu  Mnopaxe-
HUW Nerknx y 6onbHblx ¢ CKB npeanonaraeTr UCKIOYEHUE
MHOEKLMOHHOIO npouecca M JIeKapCTBEHHOrO Mnopaxe-
HUS NIErKKX (NeKapCTBEHHOW BOMYAHKKW, acCOLMUPOBAHHOM
¢ NpMemMoM, Hanpumep, U3oHMasnaa, kapbamasenuHa, PHO-
6/10KaTOPOB, M NEKAPCTBEHHOIO MHEBMOHMUTA KaK OCNOX-
HeHWa Tepanuu MeToTpeKcaToM unu uunknodpochamumaom)
[3, 48, 51]. MNpun pebioTe 3ab60NEBAHUSA C MOPAKEHNUS NETKUX
nmbo B cnyvyae AOMWHWPOBAHWUS TAKOro NMopakeHwus B Kiu-
HUYECKOM KapTuHe 3a60/ieBaHUs Ha ero NpoTsXeHUU, 0Co-
6eHHO y AeTen Mnaglero Bo3pacTa, cleayet MOMHUTb O BO3-
MOXHOCTU Pa3BUTUSE MOHOITEHHOM BOYaHKM [53].

MMM npn CKB BbIIBASETCS 3HAYMTENIbHO PEXKE MO CpaB-
HeHuto ¢ apyrumu C3CT 1 He npeBblwaeT 10%, BKAYas
aCUMMNTOMHbIE M3MEHEHUS NpK npoBeaeHun nnaHoson KT
nerkux. Knuunyeckune npmusHakun UMJ umetrotca y 3% 60nb-
Hbix CKB [3, 48, 51]. Yawe Bcero WIJ1 ¢ukcupyetcs
npu 60/bLWON NPOAO/IKUTENBHOCTU 3ab0feBaHUs, OAHAKO
npu toBeHWNbHOM Havane CKB, a Takxe y nuy, MoNnoaoro
Bo3pacTta npudHaku MUIMJT Moryt BbIIBIATLCHA KaK MUCXOn
nepeHeceHHOro ocTporo ntonyc-nHeBmoHuTta [3, 20, 51].
Hanbonee Taxenas dopmMa MUKPOLMPKYNATOPHbBIX Hapy-
weHun npn CKB — pasButne aAMddYy3HbIX anbBeEOSSAPHbIX
remMopparum (remopparmiecknuin anbBeOIUT) — KpanHe pes-
KO pa3BMBaeTCsd B AETCKOM Bo3pacTe [3, 48, 54]. Y 60nb-
WKHCTBa NauueHToB ¢ CKB HayanbHble U3MEHEHUS MNpwu
MOpaXKeHUN NErknx He WUMEKT KaKOW-IMOGO KIMHUYECKOWM
cumnTomatukm [21]. Mpu nporpeccupoBaHmmn UMJ1 noss-
NA0TCA Kanobbl Ha CyxoM Kalenb, HapacTaeT ofbllKa
npu GU3NYECKOM Harpy3Ke, 3aTem B NOKOE, ayCKynbTaTuB-
Has KapTUHa XapaKTepU3yeTcs HanuYnMem KpenuTupyroLLmx
XPUMNOB B HWXHUX oTaenax [51]. NccnepoBaHue QyHKLUMK
BHELIHEro AblXaHWs Yalle Bcero GUKCUpyetT U3SMeHeHUs no
PECTPUKTUBHOMY TUMY, CHUMKEHWE AbIXxaTeflbHbIX 06bEMOB
n ®XKEN [23, 48, 51]. MNpu npoBeaeHUN peHTreHorpadun
OpraHoB rpyaHOM KNETKU Kakne-nnbo npuaHaku UM moryt
OTCYTCTBOBATb B TEYEHWE ASIMTENBHOIO BPEMEHM, Ha NO3A-
HUX CTaAMsaX Yalle BCero onucbiBatoTcs MHPUALTPATUBHbIE
M3MEHEHMUS, PacrnoNoXeHHble B 6a3anbHbIX OTAENaX erkmx
CUMMETPUYHO ¢ ABYX cTopoH [51]. Mpu KT onpegenstotcs
NPU3HaKKU «MaTOBOro cTeKna», AMdPy3Hble WMHTEPCTULMU-
anbHble UHOUABTPATLI, cenTalbHble YTOWEHNUS, «COTOBOE
Nerkoe», TAXUCTble 6POHX03KTa3bI [23, 48, 51].

B netckom Bospacte UMJT B 60N1bIMHCTBE CNy4aeB coYe-
TaeTcsa C NIeBPUTOM, KOTOPbIA B LIeNIOM aBnseTcs Hanbonee
YyacTblM BapuaHTOM nopaxeHus nerkux npu CKB ¢ toBeHWb-
HbIM fe6toToM (12-30% cnyyvaeB), B T.4. npoLecc AiuTesb-
HO MOXET ObITb OAHOCTOPOHHUM (puc. 3) [3, 54, 55]. Kak
npasuno, UMJT xapakTepHO ANS My/JbTMOPraHHOro Mnopake-
HUSA, HEepedKo OoTMedvaeTcsi npucytctBue deHomeHa PeinHo
[3, 22, 48]. U3 UMMYHO/IOrMYECKNX OCOBEHHOCTEN Y NaLUEH-
TOB ¢ Hannynem UMNJ1 B paMKax My/ITUOPraHHOIO NopaxeHus
npu CKB cnegyeTt oTMETUTb HaNM4Me aHTUTEN K PUBOHYKIIEO-
npoteunay [22], a Takxke Ro-aHtuten [20].

Puc. 3. AcummeTpuyHoe nopaxkeHue nerkux npu CKB

¢ Nnpeo6nafaHueM N1eBOCTOPOHHEro NpoLiecca B co4eTaHnmn

C NIEBOCTOPOHHWUM BbIpaXeHHbIM NAEBPUTOM NO AaHHbIM KT

y naumeHTku P. (Bo3pact — 15 neT, AnnMTenbHOCTb

3aboneBaHus — 2 roaa)

Fig. 3. Asymmetric pulmonary involvement at SLE with
predominantly left-side process combined with left-side evident
pleurisy according to CT in patient R. (15 years old, disease
duration — 2 years)

lpumevaHune. A — carutTanbHas NNOCKOCTb, b — dpoHTanbHas
NNOCKOCTb.

MUcTouHuk: Kanega M.W. u coaBr., 2021.

Note. A — sagittal plane, B — frontal plane.

Source: Kaleda M.I. et al., 2021.

Mpu wuccnegoBaHWM 6GuonTata 1€erO4HOM TKaHW A4S
UMNJT B pamKkax CKB xapakTepHO Hanuyve nepuBacKynsp-
HOW WHOUNBLTPaAUMKUK, TUnepnaasnun nepubpoHxMasbHOM
NMMAOONLHON TKaHW, NPU3HAKOB GUOPO3HbIX M3MEHEHWW
WHTEPCTULMA U Tunepniasum nHesmoumTtos [51]. B cootBeT-
CTBMM C KlaccubuKaumen WMHTEePCTULMaNbHbIX MHEBMOHWUN
EBponencKkoro pecnmMpatopHoro obuiectea 1 AMEPUKaHCKOro
TOpaKanbHOro obuiecTBa caMblM pacrnpoCTpaHeHHbIM Bapu-
aHTOM MOPaXKEHUs NIErknx y geten aABnsetca Hecneunduye-
CKas MHTepcTUUManbHasg MHEBMOHWS, 3HAYUTENIbHO pexe
BCTpeYvaloTca [JecKBamaTuBHas, opraHuaylowasncs 1 numaoo-
LUMTapHasa nHTepcTMumanbHas nHeBmMoHuK [51, 52]. Mpu atom
y OeTer He oOHapyxuBaeTcsd 00bl4Hasg WHTEpCTULMaNbHas
NMHEBMOHUS, onucaHHaa npu CKB y B3pocnbix nauveHToB
¢ no3aHum aebroTom B Bo3pacte crapuie 50 net [48]. o MHe-
Huto H.I. KNOKBMHOM 1 COaBT., B OT/IMYME OT MAMONATUYECKO-
ro MHTEpPCTUUMANbHOrO NleroyHoro ¢ubposa, rucronoruye-
CKOe uccnepoBaHue B crydae passutus UNMJTy 6onbHbix CKB
HEe MMEeET NPOrHOCTUYECKOro 3HaveHns [51].

NMOPAXKEHME JIETKUX NPU CUHAPOME

WWErPEHA Y AETE#A

CuHapowm LLlerpeHa MoxeT npoTeKkaTb C WWPOKUM Crek-
TPOM KJIMHUYECKUX NPOSIBIEHUI, CBA3AHHBIX B T.4. U C pa3Bu-
TMEM NaToNOrnKn pecnmpaTopHon cuctembl [56—58]. BapuaHT
3a60neBaHNs C BblpaXEHHbIMWU KOHCTUTYLMOHANbHbIMU
HapyLWeHUs MK, NOAMOPraHHOM CUMMTOMaTUKOM U BbICOKOM
UMMYHOJIOTMYECKON aKTUBHOCTbIO (MOMOXUTENbHbIW aHTUHY-
KneapHbIn daKkTop, peBMaTonaHbin GpaKktop, Ro/La-aHTuTena
B BbICOKOM TWUTPE, runeprammariobyiMHeMus) xapaKTepeH
ana ¢eHotuna cuHapoma LllerpeHa ¢ ne6iotom 3ab6oneBaHns
B [IeTCKOM M monogom Bo3pacTte [59]. HacToTa CUCTEMHbIX
nposiBieHnn npm gebtote cuHapoma LLlerpeHa no 18-netHero
Bo3pacTta coctaBnsiet 50-85% [60].

Yactota WUMJ1 y geten ¢ cuHapomom LllerpeHa ctporo
He onpegeneHa. Yalle Bcero ccoliatTes Ha MccnegoBaHue
M. Tomiita n coaBT., ony6nnkoBaHHoe B 1997 r., cornacHo
KOTOPOMY MopaxeHue nerkux umetot 2,4% aeten ¢ cMHAPO-
Mowm LerpeHa [57]. Y B3pocC/bIx 3TOT NoKasaTte/lb BapbupyeT
B AvanasoHe oT 9 fo 24% [48, 61, 62]. K uicny npossne-
HWUI CO CTOPOHbI BPOHXONErOYHON CUCTEMbI MPU CUHAPOME
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Puc. 4. OvaroBble MHOUNLTPATUBHbIE UBMEHEHUS B NEMKUX

y nauneHTku M., 14 ner, ¢ cuHapomom LlerpeHa, BbiiBiEHHbIE

no AaHHbIM KT Npu OTCYTCTBUM KIIMHUYECKON KapTUHbI NOPaXeHUs
OpPraHoB JbIXaHus

Fig. 4. Focal infiltrative changes in lungs of patient M., 14 years
old, with Sjogren's syndrome, revealed on CT with no clinical signs
of pulmonary involvement

A

McTtouHuk: Kanepa M.U. u coaBT., 2021.
Source: Kaleda M.I. et al., 2021.

LllerpeHa OTHOCAT nopakeHwe nneBpbl (MNEeBPUT, NIEB-
panbHblM GMOpPO3), NapeHxnmbl (AMdDY3HbIE anbBEONSPHbIE
remopparuun, UMJ1, 6onee cneumduryeckas ans cuMHIpomMa
LLlerpeHa KMcTo3Has 60ne3Hb Nerkux), cocyaon (J1AT, neroy-
Has 3aM60/Ms, NMOpaXeHWe CocyoB B paMKax KpWorno-
OYNMHEMUYECKOrO BacCKynuTa), NnopaKeHwe [AblXxaTefbHbIX
nyten (6pOHX03KTa3bl, BPOHXMONUT, crheundunyeckoe ana
OaHHOro 3aboneBaHUs MoparKeHne TpaxeobpOHXMaNbHbIX
enes Hapsgy Co COHHBIMKU U CNE3HbIMU C Pa3BUTUEM CYXOro
CUHAPOMa), @ TaKKe BTOPUYHYIO NaTonorunio (MHGEKLUUOHHbIE
OCJ/IOXKHEHWS, NeKapcTBEHHOEe nopaxkeHune, numdomel) [48].
B oCHOBHOM noparkeHue nerkux npu ¢deHotune ¢ gebotom
B MOJIOAOM BO3pacTe XapaKTepu3yeTcs pa3BUTUEM Hecre-
LMPUYECKON MHTEPCTULMANBHON MHEBMOHWHN, PEXE — JINM-
dounTapHOn MHTEpPCTULUMaNbHOM NHeBMOHUK [48]. Y neten
nopakeHnme GPOHXONIEro4YHOM CUCTEMbI B OCHOBHOM Npef-
ctaBneHo nnesputom mn UMJ (puc. 4), onnucaHbl eauHUYHbIE
cnyyau J1AT, numbOoMbl pa3BUBAIOTCA Ka3yMCTUYECKU PedKO
[22, 48]. B uenom BHe 3aBMCMMOCTM OT BO3pacTa Mpwu
cuHapome LllerpeHa yactota TMMpOoUMTapHON MHTEPCTULIN-
anbHOM MHEBMOHUM cocTaBnaer 17%, HecneunbryecKon
MHTEPCTULIMANbHON NMHEBMOHUN — BapbUPYyeET B AMana3oHe
28-61% [63]. OcobeHHoCTbIO cuHApPOMa LLlerpeHa, B oTu-
yne ot apyrux C3CT, aBnserca Hanuvyue, Kak npaBuno,
MHOUNBTPATUBHOIO MpoLecca He TONIbKO B MHTEPCTUMLMM
JIErKMX, HO U BO BCEW [AblxaTe/lbHOW CUCTEME C Pa3BUTU-
eM, Hanpumep, ogHoBpemeHHo ¢ WUIMJ1 6poHxmnonuTa [62].
Hannumne UMJ1 noBbilWaeT pUCK NeTanbHOro Mcxoda B Teve-
HMe nepBbix 10 net 3aboneBaHus B 4 pasa; OCHOBHOM
NPUYUHON NeTaNbHbIX UCXOLOB SBASIETCH NpUcoeanHeHue
nHpeKunn [48, 62].

KnuHuyeckaa kaptuHa npu UIMJ1 y geten ¢ CMHAPOMOM
LLlerpeHa, faHHble MHCTPYMEHTaNbHbIX METOL0B 06CneaoBa-
HUS MUMeIOT 60/bLOE CXOACTBO C aHaNOrMYHbIMU AaHHbIMU
y neten ¢ CKB [64]. Y nauneHToB ¢ MIJ1 Yawe BbIABAS-
totcqd Ro/La-aHTuTena, aHTUTENa K pUOOHYKeonpoTenay
U NONOXUTENBHBLIN peBMaTouaHbIN dakTop. OHK ¢ 6onbluen
BEPOSATHOCTbIO MO CPaBHEHWIO C NaLMeHTaMn C CUHAPOMOM
LLlerpeHa 6e3 nopaxeHus Nerknx MMetoT nNpusHaku deHo-
MeHa PelHO, HO pexe — MnoparKeHne MnoyeK U TpoMbo-
umMToneHumio [64].

HecmMoTps Ha OTHOCWTENbHO HU3KYID BEPOSTHOCTb pas-
BUTUS MOPaXKeHUs Nerkux y aeten ¢ cuHgpomom LlerpeHa,
B OTHOWEHWN TaKMx O60MbHbIX HEOBX0AMMO MNPOBOAUTH
PErynsipHbIA CKPUHUHT C KOHTponem GyHKUMIA BHELHero
[bIXaHWs 1 BbINOSIHEHWEM BbliCOKopa3pewatowen KT nerkmx
B C/ly4ae BbISIBAEHUS CHUKEHNS GYHKLIMOHANbHbIX JIEFOYHbIX

TectoB. Cnegyer MOMHWTb, 4TO Npu cuHapome LllerpeHa
CUMNTOMbI, OGbEKTUBHbIE MPU3HAKKM 6GONE3HUM W [AaHHble
MHCTPYMEHTaNbHOro o6cnefoBaHna cnabo KoppenupytoT
mMexay cobon. B yacTHOCTH, M3BECTHO, YTO A0 75% B3POC/bIX
¢ 6eccMMNTOMHbIM TeyeHnem cuHapoma LllerpeHa umetoTt
HapylweHne Npu nccnefoBaHnn QYHKLMM BHELIHEero Ablxa-
Hua [57]. Y 14% nauneHTOB BbIABASIOTCA U3MEHEHUSA Ha
peHTreHorpamme, Hanbosiee 4Yacto — MeJSIKMe o4arn B HUXK-
HUX J0ONSX NIErKMX, NMPU 3TOM TONIbKO 26% 3TMX MaLMEHTOB
UMEIOT KaKyto-nnbo cumntoMatury [57]. Mpu BbINOAHEHUM
KT na3meHeHust CO CTOPOHbI NErkux (IMHEWHbIE YNIOTHEHUS
napeHXxnMbl U UBMEHEHUSA BPOHXMOJ) OBHAPYKUBAIOT Y Kax-
noro Tpetbero (34%) nauueHTa, YTO YKa3blBaeT Ha BbICOKYIO
OMarHoCTUYECKYIO LEeHHOCTb 3Toro metofa [57].

HABJIIOAEHME NALMUEHTOB C CUCTEMHbBIMHU

3ABOJIEBAHUSIMU COEAUHUTE/NIbHOMW TKAHHU

NMPU NOPAXXEHUM NIEFKUX

C y4eToM TOro 4YTO NMOpPa*KeHWe NEerkmx 4acto He UmMeeT
MaHudecTHoro gebtota, Npu Hananymm GaKToOpoB PUCKa
Heo6X0aMMO perynspHoe o6¢cnefoBaHMe Taknx NaLUneHTOB,
BKJ/ItOYAtoLLLEE NMOAPOOBHbBIM OMPOC O MEPEHOCUMOCTU DUBHK-
YECKOM HarpysKu, HalMinun KOHCTUTYLMOHANbHbIX HapyLlle-
HUKN, dM3MKanbHoe o6cneaoBaHne ANs BbISBAEHUSA OAbILWKH,
KNMHUYECKMX MPUSHAKOB MMMOKCKK (NanbLbl B BUAe «6apa-
GaHHbIX MNano4yeK», HOITKU B BMUAE «4aCOBbIX CTEKO/», aKpo-
LMaHOo3), BbINOSHEHNE (QYHKLMOHaNbHbBIX TECTOB (OLEHKa
catypauun n ®XEJ) B auHamuke [15, 17]. Mpn nogo3pe-
HMU Ha MopaeHue nerkunx Tpebyetcs NpoBeAeHUE BbICO-
Kopaspeuwatouen KT. MNpuHUMas BO BHUMaHWe 6OMbLUYIO
aKTyaNbHOCTb NopaxkeHus nerkux npu 10CC/A, B nocnegHue
rogbl 418 AMHaMWYecKoro HabnioAeHUs 3TUX MNaLMeHTOB
npealoxXeH MHOTOKOMMOHEHTHbIN «NeauaTPUYECKU» CYET
TaxecTn J4S (Juvenile Systemic Sclerosis Severity Score),
KOTOPbIN BK/OYAET B T.4Y. OLIEHKY MOpPa*KeHUs AbixaTefb-
HOM cuctembl [65]. Metoabl MoHuTOpMHra UMJ1 y peten,
KaK BMepBble BbISBAEHHOIO, TaK W MNPOrpeccupytolero,
OKOHYaTeNbHO He onpegeneHbl. HegaBHO KOHCeEHCycoM
€BPOMNENCKMX IKCNEPTOB OblNl NPEASIOKEH anropuT™M Kypa-
umMm UMM, accounmpoBaHHoro ¢ CCA y B3pocnbix [66],
KOTOPbIN MOXET paccMaTpuMBaTbCsl KaK yAOOHbIA MHCTPY-
MEHT OLIEHKM, B T.4. B NeAMaTpPUYECKON NPaKTUKe, U OTHACTH
aKcTpanonupoBatbes Ha Apyrne C3CT. OCHOBHble 3Tanbl
anroputma BbIBNEHUSA U Kypauum UMJT: 1) CKPUHUHE BCex
nauMeHToB Ha Hanuume WIMJT; 2) oueHKa TsXKecTu nopa-
WeHusq; 3) onpegeneHve nokasaHuh K dapmakoTepanuu;
4) BbIGOp ONTUManbHOro npenapara uin KomeuHauuu npe-
napatoB; 5) oueHKa nporpeccupoBaHua UMJ1; 6) ackana-
uMs Tepanuu npu HeobxoanMMocTu [66]. Hapsay ¢ oueHKowm
TSXKECTU MpU BblIGOpEe Tepanuu HYXKHO Yy4uTbiBaTb TEMMbI
nporpeccupoBaHns Kak UMJ1, Tak 1 3a6oneBaHns B LLEIOM.

noaxoAsbl K JTEYEHUIO AETENA C CUCTEMHbIMU

3ABOJIEBAHUSIMU COEQUHUTEIbHOW TKAHU

NMPU NOPAXKEHUM NNEFKUX

OTaenbHbIX anroputmoB nedverHunsa UIJ1, accoummnpoBaH-
Hbix ¢ C3CT, He pa3paboTaHO HW O/ B3POCHbIX, HU ANKA
neten. MockonbKy npu UMJT pazBmBatoTcs npoLecchbl Bocna-
NleHnsa 1 GMB6PO3nMPOBaHMA B pasHbIX NPONOPLMAX, BAUSHUE
Ha BOCManuTENbHbIA KOMMOHEHT, Npecbnajatolmi B Havane
3abo5eBaHus, OKa3biBaeTcs 3ODGEKTUBHLIM B TOW UAU UHOM
cTeneHun y 60/blUMHCTBA NaLMeHToB. [103TOMy 06bI4HO NleYye-
HWEe CcUCTEMHOro 3a60fieBaHUsA C NopaxKeHUeM MnapeHxmmbl



NIErKMX Ha4yMHaeTca C Ha3Ha4yeHWs MIKOPTMKOCTEPOUAO0B
(FKC) [441, 48]. Hawe Bcero N'KC npuMeHSaIOT Ansa nevyeHus
nopakeHusa nerkux, skatodasa UMJ, y peten ¢ CKB n t0OAM/
MM — 3a6oneBaHUs MW C BbIPaXKEHHbIM CUCTEMHbIM BOC-
naneHnem. OfHaKo, Kak U3BeCcTHO, NPU BbICOKOW MPOTUBO-
BocnanutensHon addektuBHocTM KC xapaktepusytoTcs
LUMPOKMM CMEKTPOM NOBGOYHbIX AENCTBUN, GOSbLIMHCTBO U3
KOTOPbIX ABASIOTCA AO303aBUCUMbIMWU U YCYryonsoTcs npwu
anvtenbHon Tepanuu. B aton cBasm BmecTe ¢ KC Heob-
XOAMMO OAHOBPEMEHHO Ha3HayaTb Ga3WCHYl MPOTUBO-
BOCMaNWUTENbHYIO TEpanuio MMMYyHOCYNpeccaHTaMu, BKIO-
yasa TMAPOKCUXIOPOXMUH, UMKnodochdamna, MUKodpeHonata
Modetun [41, 48]. Takag KOMOBUMHUPOBaAHHas Tepanus npwu
CBOEBPEMEHHOM Ha3HA4Ye€HUU MOXKET ObiTb apbeKTUBHaA
(C LOCTUXKEHMEM MWHWMANIbHOW aKTUBHOCTU GONE3HM, CTa-
OMNN3aLMU COCTOSHUA U Jaxke PEMWUCCUM) Y 3HayuTenNb-
HOM YacTu naumeHToB [48]. M3yvyaeTcs Lenecoobpas3HOCTb
BK/IIOYEHMSA B CXEMY JledeHus Hanbosnee TaXKeNblX nauneH-
T0B ¢ C3CT, B T.4. ¢ UMNJ1, reHHO-UHXEHEPHbIX BUonornye-
CKMX npenapatoB. Hanbonee nepcneKTMBHbIM MNpeactaB-
naetcs NpUMeEHeHUE pUTYKCMMaba — MOHOKIOHANbHbIX
aHtuTen Kk CD20 Ha noBepxHOCTHOCTM B-KneTok [41, 43, 50],
XOTSl TaKMe NoKalaHus Ana 3Toro npenapata Noka He 3ape-
TMCTPUPOBAHbI.

MporpeccupoBaHne nero4yHoro ¢Gubpo3a y O60MbHbIX
¢ C3CT ykasbiBaeT Ha TO, YTO MMMYHHbIX OTBET Ha NOBPEXK-
Jalolme NEeroyHylo TKaHb CTUMYNbl MepexoauT B CTaauto
nporpeccupyowero camonogaepkmaatowero ¢Gnbposnpo-
BaHWA. Y Takux NauMeHToB cnefyeT Ha3HavyaTb npenaparhbl
C APYrMMU MEexaHM3mMaMu [eNCTBUS, B T.4. NPULENbHO BK-
[lowmne Ha npoueccbl dGMbpo3oobpasoBaHusa. MMetoumecs
B HacTosiuiee BpeMs aHTMGUOPO3Hble npenapatbl Ans
NleYeHns MeASIEHHO MPOrpeccupylolMx BapuaHTOB MAMO-
naTMyeckoro nero4yHoro Gubposa sadPEeKTUBHO 3amMeqnsanm
nporpeccMpoBaHne 601€e3HM U MPU XPOHUYECKUX MHTEPCTH-
LnanbHbIX MHEBMOHMUSAX APYrov npupoabl, B T.4. n npu UM,
accoummpoBaHHbix ¢ C3CT [67, 68]. Cpean aHTUDUOPO3HbIX
npenapaToB Hanbobllee BHEAPEHME B MPAKTUKY NOMYYUIN
nupdeHnaoH M HUHTeaaHW6 [68]. O6a npenapaTta AoKa3a-
nm cBolo 3bGOEKTUBHOCTL MPU NIeYEHUN MAMOMNaTUYECKO-
ro nero4Horo ou6poO3a, a HWHTELaHUO 3aperncTpupoBaH
B Poccuu He ToNbKO MO 3TUM NOKa3aHUAM, HO U 15 IeYeHus
MM npu CCA. KaKk y)xe oTMevanochb Bblille, NPOrpeccupy-
oume dGrnbposnpytowme NpoLEecchl B JIEFKUX MOTyT pa3Bu-
BaTbCs WU y AETEN, KPUTUYECKM YXyAllas MPOTrHO3 NS KU3-
HW. lNnactMyHoCTb PMOPO3MPOBaHMSA B HaACTOdALlEE BpPeEMS
WHTEHCUMBHO M3y4daeTtcsa. OxuaaeTcs, YTo yaacTes Ao6uTbeS
HOBbIX BO3MOXHOCTEN A5l TepaneBTUYECKOro BO34ENCTBMUS
Ha OBEHWNbHbIN fleroyYHbin Gubpo3 [69, 70]. lMoKa xe
y aeten ¢ UMM, accounmnpoBaHHbiMu ¢ C3CT, 60/bLIMHCTBO
NIEKapCTBEHHbIX NpenapatoB Ha3HavyaeTCs 3IMMUPUYECKM,
NMOCKOMNbKY CheLManbHbIX KIMHUYECKUX WCCNEeaoBaHwui He
nposoaunock [70]. OgHaKo exxerogHo NyenKyloTCa pesyb-
TaTbl yCNEWHOro NpUMEHEHNUs HOBbIX MpenapaToB, paHee
NOATBEPAMBLUMX CBOKO 3QDEKTUBHOCTb Yy B3pOC/bIx [70, 71].
B 2020 r. ctapTtoBano paHAOMU3NPOBAHHOE KIMHUYECKOE
ucecnegoBaHne Mo NPUMEHEHUIO HUHTedaHWba y aeTen
M MOJAPOCTKOB [72].

B KauyecTtBe cMMMOTOMATMYECKOM Tepanum Mpu nopaxe-
HUW NErknx MCnonb3ylT OKCUMreHoTepanuio, npenapaThl,
HanpaBfieHHble Ha KOPPEKLUMIO alumMao3a, aHTUKOaryasHThl,
ONYPETUKM, cepaeyHble MUKO3MAbl, MHOTPOMHbIE nNpenapa-
Tbl [70, 73]. MNpun Hannyiuun noaTeepaeHHon JIAI npumeHs-

etca JIAT-cneundmnyecKkasa Tepanus, BKIOYaloWasa aHTaro-
HUCTbl KanbLWg, NPOCTaHOWAbl, aHTAroHUCTbl PeLenTopoB
3HAOTENNHA 1, MHrMbuTopbl docdoanacTepasbl 5-ro Tmna.
OTaenbHO cneumanbHbix cxem nogo6Hom Tepanun ana C3CT
He pa3paboTaHo, NpMMEHeHWe 3TUX nNpenapaTtoB B Poccuu
OCHOBAHO Ha K/IMHWYECKUX peKomeHauuax «JleroyHas
runepTeHsus y getew [73].

NMPOrHO3

Y petert ¢ C3CT NpOrHO3 MNOparKeHUs NEerkux muayveH
HepocTtaTo4yHOo. Hannumne UM npun C3CT oKka3biBaeT cepbes-
HOE BNIMSIHWE Ha 3[40p0OBbe pebeHKa, HapyllaeT GU3NYECKNNI
POCT M pas3BUTHE, YCIOMKHSAET couMannsauuio, noayyeHue
06pa30oBaHUs M MCUXONOrMYecKoe col3peBaHue. B uenom
y OeTen, KaK U y B3POCAbIX, NopaxeHue nerkux npu C3CT
BCerga yxyalaeT NporHo3 415 XU3HW U 9BNseTcs O4HON U3
OCHOBHbIX MPUYUH CMEPTU, OCOOEHHO B Cily4ae pas3BUTUS
remopparunyeckoro anbseonuta npu CKB n tOAM [2, 22, 48].

3AK/TIOMEHUE

B cBA3M C HU3KOM PacnpPOCTPaAHEHHOCTbIO U FrETEPOreH-
HOCTbIO K/IMHWYECKUX NMPOSIBEHUI WUCCNeloBaHUE Mopaxe-
HuM nerkux y geten ¢ C3CT npeacTaBnsgeT CMOXHY0 3a4ady.
[lo HacTosILLero BpeMEHN MHOIME acrneKTbl 3ToM Npo6eMbl
M3yyanu rnaBHbIM 06pa3oM Yy B3POC/AbIX GONbHbIX, 3KC-
Tpanonupysa noflydeHHble pe3ynbTatbhl Ha geten. B HacTos-
uiee Bpemsl OTCYTCTBYIOT OAHO3HAYHbIE W COrfacoBaHHble
npeactaBneHna o natoreHese UMJ y geten ¢ C3CT. 3tum
o6ycnoBneHbl TPYAHOCTU NpPeaoTBpaLleEHUa MPOrpeccupo-
BaHUA M POPMUPOBAHUSA CTOMKWUX MOBPEXAEHUN NErKUX.
OpfHaKo 3a nocnegHee AecATUETME HAKOMNIEHbI OBLIMPHbIE
3HaHMS O daKTopax PUCKa, OCOBEHHOCTAX KIMHWUYECKOM
KapTWMHbI U MPOrHo3e npu nopaxeHun nerkux npu C3CT.
He BbI3bIBAET COMHEHMN HEOBGXOAMMOCTb CBOEBPEMEHHOM
[AWarHOCTUKM BOBJ/IEYEHUS JIErKMX B MATONIOMMYECKMIA Npo-
uecc. B cnyyae paHHero o6HapyXeHUs MOpParKEeHUM Nerknx
BEPOSATHOCTb AOCTUXKEHUS KOHTPONS Hag 3aboneBaHWeM
CYLLECTBEHHO Bblle MpU YCI0BUU AMHAMUYECKOTO Habto-
AEHUS W OnepaTMBHOrO pelleHns BOMPOCOB KOPPEKLMK
NleKapCcTBEHHOM Tepanuu.
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