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KI'IMHMKO-pEHTI’EHOHOfM‘-IeCKaSI XapPaKTePUCTUKA
WHTEPCTULHAJIDHOIO NMNOPAXXEHUA NErKUX npu
nepBUyHOM 6m1|4ap|-|0M XOJlaHTUTE

M.B. Kanawhukos'?, J1.A. AkynkunHa', M.IO. Bposko', B.W. LLonomosa’,
A.LL. Anakaesa', [I.T. A6aypaxmaros', C.B. Moucees'*

Lenb. U3yuntb yactoTy, 0COBEHHOCTH KTMHUKO-
PEHTreHOI0rMyecKon KapTUHbI U hakTopbl pUcka
MHTEPCTULMaNbHOro nopaxeHus nerkux (UIMJ1)
npw nepsuyHOM BunuapHom xonatrute (MBX).

Marepuan u metopbl. B npocnektrBHOE
KOrOpTHOE UcCiefoBaHue Obinun BratoueHbl 93
nauueHTa (89 >KeHLWH, CpeiHUH BO3PacT Ha
MoMeHT febioTa 3abonesanusa — 47,1%+1,0 net) ¢
MBX 6e3 conyTcTBYOLLMX CUCTEMHDBIX 3abonieBa-
HWIW coeflMHWTeNbHOM TKaHW. BceM nauneHTam
NPOBOLMU/IM KOMMBIOTEPHYO TOMOTrpaduio opra-
HOB rPYAHOM K/IETKU U UCCIefOBaHWE (DYHKLWU
BHeLUHero ApixaHus. OueHUBanu NEroyYHyio 1
neYeHOUHYIO BbKHBaeMoCTb. HebGnaronpusaTHbiM
JIErOYHbIM UCXOL,0M CUUTA/IM CMEPTb OT OCJIOXKHE-
Hui UIMJT, KoMOUHUPOBaHHDBIM HEBNArONPHUATHBIM
NeYeHOYHbIM UCXOA0M — CMEPTb OT OC/IOXKHEHUH
LMPPO3a NeyYeHr UM TPAHCMIAHTALMIO MeYeHH!.
MegnuaHa fMTeNbHOCTH HabofeHUs cocTaBuna
29 (11,5; 38,0) mec.

Pesynbrarbl. Paznuutbie sBapuantol UMJ1 Gbiam
anartoctuposarbl y 38 (40,9%) 13 93 naumnen-
ToB. Cpeay HUX yallie BCero BCTpeyasMcb CapKou-
nonopo6roe UMJ, cybknunmueckoe UMJ n
opraHu3aytoLLascsi nHeBMoHus. 'pynna nauMeHToB
¢ UMNJ1 xapakTepr3oBanacb MeHbLLEN JONEN
60/bHbIX C LLUPPO3OM MEeYeHU W CUMNTOMAaMHM
3abosieBaHUs NeyeHH, a Takke bonee BbICOKUM
cpenHUM ypoBHeM IgM cbiBOPOTKM KPOBU W 6OJIb-
LUEN YACTOTOM aHTUMUTOXOHPHA/IbHBIX @aHTUTEN
M2-cppakumu (AMA-M2). Mpu MHOrodhakTopHOM
aHanM3e OTCYTCTBUE NEYEHOUHbIX CUMNTOMOB B
nebiote 3abonesaHus (oTHoweHue waHcos [OLL]
11,5; 95% nosepuTtenbHbii uHtepsan [ON] 1,2-
109,4; p=0,033), Hanuure neyeHoUHbIX HEKa3e03-
HbIX 3MUTENMOUAHOKNETOUHbIX rpaHynem (OLL
17,8; 95% U 1,8-174,6; p=0,014), 6onee Bbico-
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Kue TuTpbl IgM cbiBopoTku kposu (OLU 1,5; 95%
N 1,1-2,2; p=0,020) u nerkoumntos kpoeu (OLLI
2,4;95% [OW 1,2-4,7; p=0,016) 6bi1u He3aBHCH-
MbIMH (DaKTOPaMH, aCCOLMMPOBABLLMMMUCS C HaW-
yuem UMJ npu MNBX. Bonee Tpetu nayMeHToB ¢
UIMJ1 He uMenu Kaknx-nnbo pecnupaTopHbIX
CUMMTOMOB, U TOJIbKO OfiH YMEp OT OC/IOXKHEHWH
UMJ1 e TeueHre nepuoaa HabnogeHuUs. MaureHTbl
¢ UMJ1 umenu nyuwyto neyeHouHyto BbixkWBae-
MOCTb.

3aknioueHue. PesynbtaTbl Halwero uccneno-
BaHWs NPOAEMOHCTPHUPOBA/IU BbICOKYIO
pacnpoctpaHeHHocTb UIMJ1, B Tom uncne Geccumn-
TOMHOro, cpeau nauverTos c [NBX. B 6onbLumH-
cTBe HabnoaeHuin NMbX-accounnposarHoe UMJI
UMeno foOPOKaUECTBEHHOE TeUeHH e, He onpepe-
NANO YKHU3HEHHbIN NPOrHO3 BOBHOTO W accoLmu-
POBAJIOCh C MEHbLUEWN TSXKECTbIO MOPAKEHUS
neyenu. UMJ npu NBX cnepyet Bkatouatb B gud-
hepeHuManbHbIi JMarHo3 UHTePCTULUATIbHbBIX
3aboneBaHUM NIErKHUX.

KnioueBble cnoBa. Mvmepcmuyuansroe
nopaxceHue neekux, nepBuyrell 6uauApPHbIl
xosnaHaum, capkoudonodobHoe NopaXceHue
s1eeKux, ne4eHoyHas BeiuBaemocme.

epPBUYHLIA  OWJIMApHBIA  XOJAHTUT

(ITBX) — ayToMMMYHHOE XOJIeCTaThue-

cKoe 3a00s1eBaHKe MEeYEHU, BO3HUKAIO-
1ee BCJIEJACTBUE  MMMYHOOMOCPEI0BAaHHOTO
TOPAXEHUS MEJIKMX BHYTPUITEUEHOUYHBIX XeJl-
YEeBBIBOJSIMX TTPOTOKOB U TIPUBOJISIIEE K IIUP-
posy neueHu. Mop@dojoruueckum cyocTpaToM
3200J1EBaHUS SBJISIETCS XPOHUYECKUI HETHOM-
HBIN JIECTPYKTUBHBIN XOJAHTUT, BOBJICKAIOIINIA
MEX0JIbKOBbIE  XETUeBBIBOJSAILIME MPOTOKHU.
Hpyroil xapakTepHblii THCTOJOTUYECKUIA TIPU-
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3Hak [1bX — snuTeIMOMIHOKIETOUYHbIE TpaHyjJIeMbl 0e3
HEKpOo3a, BBISIBISIEMbIE B TIEYCHU Y YACTH OOJBHBIX MPEUMY-
LIECTBEHHO HAa paHHUX cTaausix 3abomeBanus [1]. Ilpu
IBX B CbIBOPOTKE KPOBU OMPENESIOTCS aHTUMUTOXOHI-
puanbHble aHTuTeNna M2 dpakunu (AMA-M2), paznnuHbie
aHTUHYyKJIeapHble aHTuTena (AHA) u moBbllIeHHE CHIBOPO-
TOYHOIO  YPOBHSI ~ MMMYHOIJIOOYJIMHA M (IgM).
3aboseBaHue MopaxaeT IIPEeNMYIIeCTBEHHO XEHIIUH B BO3-
pacte ot 40 go 50 jeT ¥ KIMHUYECKU MPOSIBISETCS KOXHBIM
3y[OM, TUTIEPITATMEHTALIMEH KOXHU, XEJITYXO! U Tenarto -
cruieHomeranueit [1]. Tpenapar Beibopa ripu geyenun [1BX
— ypcone3okcuxojenasi kuciora (YAXK), nmpumeHeHue
KOTOPOii MO3BOJISIET YMEHBLIUTH KIMHUKO-J1A00PaTOPHbIE
TIPOSIBJICHUST XOJiecTasa, 3aMeUIUTh TPOrpeccrpoBaHUE
3a00/IeBaHMsl 1 YMEHBIIUTh PUCK HACTYIUIEHMs HebJjaro-
MpusiITHOro revyeHouHoro ucxona [1,2]. K cpeacrsam BTO-
poil JIMHWM Yy TAIMEeHTOB, HE OTBETMBIIMX Ha JieUCHUE
VIXK, oTHOCAT (bUOpaThl XU 0OETUXOJIEBYIO KUCIOTY [2].

[1BX cBoiicTBEeHHO HaJIMYMe pa3HOOOPa3HBIX BHEIEYe-
HOYHBIX UMMYHHBIX TIPOSIBJICHUI, TAKMX KaK ayTOMMMYH-
HbIA TUpeouaut, cuHapoMm lllerpeHa M XpoHUYECKUit
TYOyJOMHTEepCTULIMANBHBIN HedpuT [3-5]. K Gosee peakum
crucTeMHbIM TiposiBiieHusiM [1BX oTHOCST pasnuyuHbie Bapu-
aHThl UHTEPCTULIMAIbHOTO nopaxkeHus jerkux (WUILT), B
TOM YHUCJIe opraHusymwuyocs mHesmonuio (OIT) [6,7],
JIUM(OLIMTAPHYI0 MHTEPCTULIMAILHYIO ITHEBMOHUIO [8,9],
HecneUM(GUIECKYI0  MHTEPCTULHMAIbHYIO  ITHEBMOHMIO
(HCHIT) [10,11], 0ObIYHYIO MHTEPCTULIMATLHYIO THEBMO-
Huto (OUIT) [12], nerouHslit capKoMIOMOAOOHbIN IpaHye-
maro3 [13]. [IponeMoHCTpUpOBaHa BO3MOXHOCTb Pa3BUTHS
MMMYHHOTO aJibBeosinTa y nauueHtoB ¢ [1bX, He nMerommx
WILJ [14-16]. TTepBoHAuaIbHO MPEAIOIAraioch, UTO Kak
WILJI, tak 1 mopaxeHue AbIXaTeJbHbIX IyTell y MalleHTOB
¢ [1BX oObsicHsI€TCS TIETOUHBIMU TTPOSIBACHUSIMU COTTYT-
ctBytomero cuaapoma Ilerpena [17,18], omHako mopaxke-
HMe JIeTKMX ObLI0 omucaHo U y nauueHToB ¢ [1bX, He
HMMEBILIUX KaKUX-TMOO CUCTEMHbIX 3a00JeBaHUI COETUHU-
tenpHOI TKaHu (C3CT) [19,20].

B Hacrosiiiee BpeMsi OCTarOTCsl HEIOCTATOUYHO M3Y4YeH-
HBIMU PACIPOCTPAHEHHOCTh Pa3nuyHbIX BapuaHtoB MITJT
npu [1BX, a Ttakke uX K/IOUYEBbIE XapaKTePUCTUKMU.
HeusBecTHo, cylecTByeT M CBA3b MEXIYy HalIUYueM
IIbX-cnemnpnunsix AHA u dopmmpoBannem UILI y
HocuTeJiell JaHHbIX aHTuTe. Llenbio nccienoBaHus Obuia
OIIEHKA YacTOThI, 0COOEHHOCTE KIMHUKO-PEHTTEHOJIOTH -
YyecKoii KapTuHbI U akTopoB pucka pazsutust I npu
MBX.

Marepuan u metopbl

IIpocrneKkTMBHOE KOTOPTHOE MCCIEeI0BaHKE MPOBOIMIMN C SIHBA-
ps 2018 mo ssuBapst 2022 roga Ha 6a3ze KIMHUKM UM. E.M.
TapeeBa YHUBEPCUTETCKON KIMHMYECKON OOMbHULBI Ne3
ITepBoro MI'MY um. U.M. Ceuenona. Jluarno3 I1bX ycraHas-
JIMBAIM Ha OCHOBAaHWM KPUTEPHUEB AMEPUKAHCKOI acColMalnu
no usydyeHuto 3adbosneBanuii neueHu [2]. Coueranue I1bX c
ayroumMyHHbIM renatutoM (ITBX-AWI) auarHocTupoBaiu Ha
ocHoBaHuM [lapmxckux kputepueB [21]. buoxumuueckuii
oTBeT Ha jJeueHue YX/IK olieHMBaau COrjlaCHO KPUTEPUSIM,
npennoxeHHbiM C. Corpechot u coaBt. [22]. B uccienoBanue
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HE BKJIIOYaJIM MalMeHTOB, MMeBLIMX Hapsany ¢ [1BX xponnye-
ckuii BupycHbIii renatut B u C uinu C3CT, B TOM 4mclie CUH-
npom LllerpeHa, CUCTEMHYIO CKJIEPOJAEPMUIO, 1€PMATOMUO3UT
WJIU TTOJIMMUO3UT, PEBMATOMIHBII apTPUT, CUCTEMHYIO Kpac-
Hylo BosuaHky U IgG4-accoumupoBaHHoe 3a00eBaHueE.

B xozne uccrnenoBaHus MPUMEHSIIU CTAaHIAPTHbBIE KJIMHUYE-
cKue, JabopaToOpHble U MHCTPYMEHTAIbHbIE METObI 00CIe10Ba-
HUS OOJIBHBIX TeNaToJI0ruyeckoro npoduis. JonoaHuTe bHO
uccaenoBanu naHeab AHA ayrTouMMyHHBIX 3a00J€BaHUI Tieye-
Hu (Eurolmmune, ['epmaHust) MeTogoM MMMYHOMEPMEHTHOTO
aHayim3a y 46 manueHToB. BceM manueHTaM, IPUHUMABIIAM
y4yacTue B UCCIIEIOBAaHUHU, TTPOBOIMIN KOMITBIOTEPHYIO TOMO-
rpacuio (KT) opraHoB rpynHoOi KJI€TKU BBICOKOTO pa3perieHus!
u crnupoMerpuio. [Ipu cnupoMeTpuu OLIEHUBAIM 3HAUYCHUS
dopcupoBaHHOIl Xu3HeHHOM emKocTu Jierkux (PKEJ) u
o6bem (opcuposaHHoro Begoxa 3a 1 ¢ (OPB) B mpoueHTax oT
no/kHbIX BeauunH [23]. KT-narrepusl MITJT knaccudunmpo-
BaJIM COTJIACHO PeKOMeHIalUsIM AMEPUKAHCKOTO TOPaKaJlbHOIO
obirecta 1 EBporieiickoro pecrmuparopHoro ooiectsa [24].
JIBYCTOPOHHME PETUKYJIO-HOMYISIPHbIE U3MEHEHEHMUSI C TIepu-
JmMdarnyeckum pacrpeieseHueM U30JMPOBAaHHO WM B cOoue-
TaHWUM C ABYCTOPOHHUM YBEeJIMUYEHUEM JTUM(DATUUECKUX Y3JI0B
CpeNoCTeHUsT KJIacCUMUIIMPOBAIN KaK CapKOWAOMOMOOHbIH
narrepH UTJI. Hexknaccuduuumpyemsiit Bapuant WMIJI auarHo-
CTUPOBAJIN MTPU HEBO3MOXHOCTH OTHECTH BbISIBJICHHbIE PEHTIe-
HOJIOTMYECKHE M TUCTOJIOTUYECKHME  WMHTePCTUIMAIbHbIE
u3MeHeHus1 K onpeneseHHoMmy natrepHy MITJI. Hanuuue tak
HasbiBaeMoro “cyoknmaudeckoro” WII (subclinical 1LD) xoH-
CTaTUPOBAIU TPU BBISIBIEHUM MHTEPCTUILIMAIBHBIX U3MEHEHU I
B JIETKMX, 3aHMMaBLIKUX MeHee 5% OT oOleil MIoLaIm Jeroy-
HOW MapeHXMMbI, OTCYTCTBUU JIIOOBIX PECUPATOPHBIX CUMIITO-
MOB UM COXpaHHOU BeHTUJsILMOHHOMN dyHKUMM jerkux (PAKEJ
>80% OT MOJIKHOI).

[110THOCTB MeYeHU OLIEHMBAIM METONOM djactorpaduu Ha
armmapare “®ubpockan” (Echosense, ®panuus) y 35 mamueH-
ToB. ['Mcronmornyeckoe wucciegoBaHME OMONTATOB IEYEHU
MPOBOAWIN Y 45 MaunreHToB, OMONTATOB JIETKOTO — Y 8, BHYTPU-
TPYAHBIX U HAAKITIOUMYHBIX JUM@ATHYeCKuX y3/10B — y 4.

CraTucTUYecKkylo 00pabOTKy pe3yibTaTOB HCCIIEI0BaHUS
MPOBOAMIIM C MOMOLIBIO MporpaMMHoro naketa SPSS Bepcun
22.0. HopmasibHOCTb pacrpeesieHUsT KOJTMIeCTBEHHBIX TTPU3HAa-
KOB oOIlpenessii ¢ nomoliplo Kputepus Llanupo-Yunxka.
[lepeMeHHbBIE B 3aBUCUMOCTH OT HOPMAJIBHOCTU pacripeesieHust
MpencTaBjieHbl B BUIE CPEIHMX 3HAYEHWH W CTaHIapTHBIX
OTKJIOHEHMI WJIM MeAMaH U MEXKBapTUJIbHOIO HWHTEpBaja.
KauecTBeHHbIe NepeMeHHbIE MPUBEACHBI B BUIE aOCOJIOTHBIX
3HAUEHMUI U 10U B MpolieHTax. [1py HopMaIbHOM pacripenesne-
HUU KOJIMYECTBEHHBIE MOKAa3aTeJId IByX HE3aBUCUMBIX IPYIIIT
CpaBHUBAIU C MOMOILBIO KpuTepust CTblofieHTa, TIPU pacripelie-
JIEHUU, OTIMYAIOLIEeMCsl OT HOPMaJIbHOTO, — C MOMOIIBIO KPU-
Tepusi ManHa-YurtHu. CpaBHEHMWE TPy MO KaueCTBEHHBIM
MpU3HAKaM MPOBOIMIIOCH C MTOMOIIbI0 KpuTepust y’ [TupcoHa u
TOuHOro Kputepusi Ouiiepa nNpu KoJIUYecTBe HAOMIOACHUN B
rpynre meHee 10. [L1st mapamMeTpoB, BbISIBIEHHBIX MPU OIHO-
daxkTopHOM aHanM3e, MPOBOAMIN MHOTO(AKTOPHBIN aHATU3
METOIOM OMHapHOU Joructuyeckoi perpeccuu. [1pu aHanm3se
BBDKMBAeMOCTH McIojib3oBain Meton Karutana-Maitepa, mist
OLIEHKHU JIOCTOBEPHOCTM Da3MUMil BBIKMBAEMOCTH  MEXIY
CPaBHUBAaEMbIMU TPYHIMAaMU TPUMEHSIIU JorapudMUYecKuii
paHroBblii Kputepuii. PakTopbl, BAUSIOLIME HA PUCK HACTYILIe-
HUSI aHAIM3UPYEMbIX HCXOJOB, OINpPEaesisii TMPU MOMOLIU
MOJAENM NpornopuuoHaibHbIXx puckoB Kokca. [lpu aHamuse
JIETOYHOM BBIXKMBAEMOCTH 32 UCXOA MPUHUMAIM CMEPTh BCIIe-
ctBue ocnoxHeHnit UIJI. [1pu aHanu3e neyeHOYHON BBIKH-
BAEMOCTH B KayeCTBe KOMOMHUPOBAHHOTO MCXOAA MPUHUMATIHU
CMEPTh OT OCJIOXHEHMIT IMPPO3a TMeUeH! WIM TPaHCIUIAHTALMIO
MeYeHHU.

HccnenoBanue ObUTO MPOBEAEHO B COOTBETCTBUU C 3TUYE-
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TABJIULIA 1. UcxopHble gemorpaduueckue U KIMHUYECKHE NoKasaTeNny B rpynnax nayueHToB

[TokazaTtenn Bce maumeHTsI [Manumentsr ¢ UITJT [Maumentsr 6e3 UTLJT  p
(n=93) (n=38) (n=55)

Kenuunsl, n (%) 89 (95.7%) 37 (97.4%) 52 (94.5%) 0,642
Bospacrt Hauana 3a6osneBaHus, JIE€T 47,1£1,0 45,4+10,4 48,219,5 0,181
Kypenue, n (%) 18 (19,4) 7 (18,4) 11 (20,0) 1,000
Oxwupenue, n (%) 21 (22,6) 13 (34,2) 8 (14,5) 0,042
MBX-AUT, n (%) 16 (17,2) 9 (23,7) 7(12,7) 0,263
Luppo3 neuenu, n (%) 49 (52,7) 15 (39,5) 34 (61,8) 0,034
['paHysiemsl nedeHu, n (%) 11/45 (24,4) 8/18 (44,4) 3/27 (11,1) 0,016
[MnotHoCTh MEueHu, KIA 11,4 (6,9; 17,4) 7,9 (5,6; 12,6) 14,2 (8,2; 26,3) 0,006
O®B,, % OT 10IKHOTrO 102,0 (88,7; 115,7) 99,5 (90,0; 117,2) 105,0 (88,0; 110,7) 0,807
DXKEJ, % ot 10KHOTO 101,0 (90,0; 110,0) 99,0 (85,0; 114,3) 103,0 (91,5; 110,0) 0,373
OTcyTCTBHE MTEYEHOYHBIX CUMIITOMOB B jie6iote 6one3nu, n (%) 33 (35,5) 20 (52,6) 13 (23,6) 0,004
Koxwubrit 3y, n (%) 63 (67,7) 20 (52,6) 43 (78,2) 0,010
[inepriurMeHTanust Koxu, n (%) 37 (39,8) 8 (21,1) 29 (52,7) 0,002
Acuut, n (%) 16 (17,2) 4 (10,5) 12 (21,8) 0,176
BapukosHoe paciumpeHue BeH mnuineBona, n (%) 36 (38,7) 13 (34,2) 23 (41,8) 0,459
IMeuenouHast aHuedanonatusi, n (%) 11 (11,8) 2(5,3) 9 (16,4) 0,190
Cyxoit curapom, n (%) 34 (36,6) 13 (34,2) 21 (38,2) 0,696
CyctaBHO#i cuHApoM, n (%) 33 (35,5) 17 (44,7) 16 (29,1) 0,121
Jluxopanka, n (%) 21 (22,6) 17 (44,7) 4(7,3) <0,001
Onpiiika, n (%) 22 (23,7) 16 (42,1) 6 (10,9) 0,001
Kaiesns, n (%) 25 (26,9) 19 (50,0) 6 (10,9) <0,001
TpombGorwuThl, - 10°/n 194,619,9 215,7£81,7 180,4+102,5 0,083
Jleiikorurer, - 10°/1 5,2 (3,8; 6,7) 6,0 (4,6; 7,4) 4,4 (3,4; 6,0) 0,001
Heiitpodusl, - 10°/1 2,8 (2,0; 3,7) 3,2 (2,6; 4,5) 2,5(2,0; 3,1) 0,003
ANBOYMUH, T/ 40,6 (36,0; 42,6) 40,3 (36,4; 42,0) 40,6 (35,3; 42,8) 0,827
OO61Mit OGUAMPYOUH, MMOJb/JT 21,4 (13,1; 39,5) 16,7 (12,5; 30,8) 23,2 (15,5; 46.,4) 0,084
[lemounast hocdaraza, EJ/n 507,0 (296,5; 1018,7)  585,0 (230,5; 1053,0) 487,0 (319,0; 945,0) 0,914
Tamma-rayramMuitpaHenentuaasa, EI/n 128,5 (45,0; 339,0) 148,0 (42,5; 463,0) 124,0 (48,0; 255,0) 0,602
IgM, /1 2,6 (1,8; 4,2) 3,1 (2,1;6,2) 2,3 (1,7; 3,4) 0,033
PeBmatouanblii dakrop, n (%), 25/75 (33,3) 13/32 (40,6) 12/43 (27,9) 0,248
AMA-M2, n (%) 84 (90,3) 38 (100) 46 (83,6) 0,010
Antu-gp210, n (%) 22/46 (47,8) 5/14 (35,7) 17/32 (53,1) 0,346
AnTi-sp100, n (%) 16/46 (34,8) 4/14 (28,6) 12/32 (37,5) 0,739
Antu-PML, n (%) 5/46 (10,9) 1/14 (7,1) 4/32 (12,5) 1,000
AnTH-SS-A, n (%) 10/52 (19,2) 3/18 (16,7) 7/34 (20,6) 1,000
Ortser Ha seuerne YAXK, n (%) 49/91 (53,8) 24/37 (64,9) 25/54 (46,3) 0,081

CKUMU MPUHLIMIIAMA MEAULIMHCKUX UCCICIOBAHUIM, U3T0XKEH-
HbIMU B XeJbCUHKCKOM JeKjapali, W ObUIO Om0O0peHO
JIOKQTbHBIM 3TUYECKUM KOMUTETOM.

Pe3ynbrarbl

Xapakmepucmuka 6oabHbix. B viccienoBaHue ObLIM BKIIIOYE-
HbI 93 manueHTa, 60JbIIMHCTBO U3 KOTOPBIX COCTABUIN
KeHIHBI (95,7%). CpeIHuii Bo3pacT Ha MOMEHT e00Ta
3a0oneBaHus coctaBmil 47,111,0 net. JIpyrue KimHudecKue
u nemorpaduyeckue Mokasareau M3y4aeMON KOropThl
npenacrasieHbl B Tabn. 1. [ManmeHTOB, yuacTBOBaBIIMX B
uccaenqoBaHuu, Haomonaau B Tedyenue 29 (11,5; 38,0) mec.
CpenHsisi MpoaoKUTEbHOCTL HAOMIOAEHUST 32 OOJbHBIMU,
nMeBIMMU U He umesiinmu WIJI, 3Haunmo He ominya-
Jacb M coctaBmia 31 m 25 MecsleB, COOTBETCTBEHHO
(p=0,122).

Bosnee monoBMHBI TAlMEHTOB B M3y4aeMO#l Koropre
MMEIU IIUPPO3 MeYeHH, MOYTH Y KakIOoro IeCTOro ObLIO
nuarHoctupoBaHo couetaHue [1BX ¢ AUT. AMA-M2 6butn
BBISIBIICHBI B CBIBOPOTKE KpoBU y 84 (90,3%) manmeHTOB.
YacroTa obHapyxeHus paznuuHbix [1bX-cnenupuueckux
AHA npuseneHa B Tabs. 1. Bce manueHThl nosyyanu jeye-
Hue YXK, torma kak G0JbHBIM C TIEPEKPECTHBIM CUHIPO-
MOM [NBX-AUT JIOTIOJTHUTEIHHO MPOBOAWIN
MMMYHOCYTIPECCUBHYIO TEPANUI0 CUCTEMHBIMU TJTIOKOKOP-
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TUKOCTEPOUIAMH B COUYETAHUM C a3aTUOTIPHHOM.
Humepcmuyuanvrnoe nopaixcenue neekux. KT-npuzHaku
WILJT 6bun BoisiBieHbl y 38 (40,9%) naumentoB. Y 14

(36,8%) w3 38 MaMEHTOB OMPENENISIIOCh CAPKOUIONON00-
Hoe UIJI, y 9 (23,7%) — “cyokmunnueckoe” U, y 7
(18,4%) — OI1, y 4 (10,5%) — nexnaccuduumpyemoe MIIJI,
vy 3(7,9%) — HCUITuy 1 (2,6%) — OUII. Y 4 naumeHTOB
C PEHTI€HOJIOTMYECKOW KAapTUHOM, HE COOTBETCTBOBABLICH
u3BecTHbIM matrrepHam WMIIJI, Habmomanu ciemyiouiue
M3MEHEHMSI: MHOXXECTBEHHBIE MEJIKMe O4aru co CMelllaH-
HBIM MATTEPHOM pacrpeaeaeHus (y 2), YTOMIEeHUe MeX-
JIOJILKOBBIX MEPErOPOIOK B COYETAHUU C 30HAMU MaTOBOTO
CTeKJIa ¥ eAMHUIHBIMA MEJKUMU Oo4araMu B 0a3albHbIX
otaenax Jierkux (y 1), IBycTopoHHee yBeJIMUeHUe BHYTPH-
TPYAHBIX JUMGbATHUYECKUX Y3I0B B COYETAHUMU C PacIpo-
CTpaHEHHBIMM 30HAMHU MAaTOBOTO CTeKi1a M (DOKycoM c
adexrom obpaTHOTO Taso (y 1).

lucronoruueckoe ucciaenoBaHue ObLIO MPOBEAEHO y 9
MaLKreHToB ¢ capkoumononooHeM KT-narreprHom (Bumeo-
ACCHUCTMPOBAHHASI TOPAKOCKOMMYECKasl OUMOIICUS JIETKOTO Y
5, TpaHCOpoHXMajbHasg OWoICUs JIMMQPATUIECKUX Y3JI0B
CPEMOCTEHUST y 2, pe3eKIns HATKITIOUMIHbIX TUMpaTnye-
cKux y3710B y 2). Bo Bcex ciayyasx Obuiv 0OHapy»KeHbl MHO-
JKECTBEHHbIE ~ HEKA3eO3Hble  SMUTETMOUIHO-KIETOYHbBIE
rpaHyJieMbl, CIMBAIOIUECS B KOHTJIIOMEPAThI U 3aMellaB-
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111Me HOPMAJIbHYIO TKaHb. XUpPYpruyeckas OUorncus Jerko-
ro, mpoBeAeHHasT y 2 maunreHToB ¢ KT-matreprom OI1,
Mnokasajla HaJluyuMe TOJMIIOBUIHOW  TPAHYISALIMOHHOM
TKaHU, 3aMOJHSIOIIEH MPOCBEThl TEPMUHATBHBIX OPOHXHOJ
1 aJibBEOJI, YTO COOTBETCTBOBAJIO PEHTIEHOJOTMYECKON Kap-
TUHe. TakuM 00pa3oM, BO BCEX BBIILIEYTIOMSHYTBIX CITydJasx,
pe3yabTaThl TUCTOJIOTMUYECKOTO UCCIENOBAHUI MOATBEPANIN
PEHTIEeHOJIOTMYECKUI TUarHo3.

I'ucronornyecke U3MEHEHUS B TKAHU JIETKUX Y 3 Malu-
eHTOB ¢ HekiaccuduuupyembiM KT-nartepHoM BKIIoYanu
TUIOTHYIO JTMM(MOLUTAPHYI0 MHOWIBTPAIINIO MEXKAaTbBeO-
JISIPHBIX TIeperopoaok (n=3), eAMHUYHbIe TUTAHTCKUE KJIEeT-
ku (n=3), phIxjble HeKa3eo3Hble MaKpodarajibHble M
SMUTETMOUIHO-KJIETOYHbIEe TpaHyJIeMbl (n= 2), TIeHUCThIe
Makpo@daru (n=2), CKOIUIeHUsI 203UHO(PMIOB (n=2) U yMe-
PEHHBI MHTepCTULMANbHBIN (Guopo3 (n=1). B maHHBIX
HaOJIOIEHUSIX PE3yIbTaThl MaTOMOPGhOJOTMYECKOTO UCCIie-
JOBaHUSI TOATBEPIUIN BOBJIEUEHUE JIETOYHOTO MHTEPCTU-
LMsl, OmHaKo He coriacoBbiBaiuch ¢ KT-kapTuHOii,
BeyencTBUe yero kinaccuduimponars MIJT He npencrasisi-
JIOCh BO3MOXHBIM.

Ooycnonennsie  MIIJI  pecniupaTOpHble  CUMIITOMBI
ObLIM TIEPBBIM KJIMHUYECKUM TposiaeHueMm [IBX y 9
(9,6%) maLKeHTOB, OMHAKO Y BCEX U3 HUX MMEIUCh OTKIIO-
HEHUS JTabOpaTOPHBIX MMOKa3aresieil (yHKIIMU MeueHN Ha
MOMEHT MaHudecTaumMu TopaxeHus: jerkux. Haubomnee
pacrpocTpaHeHHBIMY KIMHUYeCKUMU TposBieHussmu UITJT
OBLTM XPOHMYECKUIT Kate b 6e3 MokpoTsl (n=19, 50,0%),
Jmxopazaka (n=17, 44,7%), onplllika B ITOKOE U TPU (HU3K-
yeckoi Harpyske (n=16, 42,1%). JIpixaTe/ibHast Hem1OCTa-
TOYHOCTh ObTa auarHoctuposaHa y 3 (7,9%) us 38
narvenToB ¢ UL YV 14 (36,8%) u3 38 mammenToB ¢ UTIJT
OTCYTCTBOBAJIM KaK1e-a1u00 pecrupaTopHble CUMIITOMBI B
TeYeHMe Tepruoaa HabMIONeHNUS.

I'pynnbr mauuentoB ¢ UIJT u 6e3 UILJ cymecTBeHHO
HE OTVIMYAIUCh MO BO3PACTY, MOJOBOMY COCTaBY, 4aCTOTe
kypenus u IIBX-AUT, noxazarenam O®PB, n OXE],
OJTHAKO OXMpPEHMe yalie BcTpevantoch y 6oibHbIX ¢ UTLT, a
LHMppo3 medyeHu — Yy maumeHTtoB 0e3 MIIJI (ta6m. 1).
[TnoTHOCTH MeyeHu Obuta HUXe y 6osnbHbIX ¢ T (7,9 u
14,2 xIla, cootBeTcTBeHHO, p=0,006). OTCYTCTBHE CUMIITO-

12,007 1T

10,00+

8,00

P=0033

IgM,/n

6,00

Lt T
31

23

- T T

1 ]
MauweHTs 6ea MMM (n=55) MawwenTsl ¢ MM (n=38)

Puc. 1. YpoeeHb IgM cbiBOPOTKM KpOBH B 3aBUCMMOCTH OT

Hanuuusa UM

MOB 3a00JIeBaHUsI TIeUeHU B 1e0t0Te 3a00IeBaHMsI yallie
orMeyvanu y 6oabHbIX ¢ UITJL.

[TeyeHOUHbIE HEKA3eO3HbIE SMUTEIMOUIHOKIETOUHBIE
rpaHyJieMbl OOHapyXuBaiu dYaie y mnauumeHToB ¢ MIJI
(44,4% w 11,1%, p=0,016). ¥ 7 u3 8 maumeHToB C meye-
HOYHBIMM TpaHyJeMaMU BBIIBWJIM  CapKOMIOMOM00HOE
UIL, y 1 — OIl. Luppo3s neueHu pexe GopMUPOBAJICS Y
MaLKUEHTOB ¢ IpaHyeMaMu B neyeHu (27,3% u 61,8%,
cootBeTcTBeHHO, p=0,081).

Y 6onbubix ¢ UIJT otmeyanu Gosee BHICOKKME 3HAUEHUS
JIEKOLIUTOB KPOBU, CHIBOPOTOYHOTro ypoBHs IgM (puc. 1) u
yaie ooHapyxkuBaiu AMA-M2 B CHIBOPOTKE KPOBHU, B TO
BpeMs Kak 4yacrora aHturten K gp210, sp100, SS-A u PML
JOCTOBEPHO HE OTIMYATach MEXIy OBYMs TIpymrnamu. Y
AMA-M2-1103UTUBHBIX MTALXEHTOB OBLI BBILIE TUTP CHIBO-
porouHoro IgM (2,7 u 1,8 r/n, coorBercTBeHHO, p=0,05).

MHoro(MakTopHbIi perpecCUOHHBIN aHAIN3 C KOPPEKIIM-
eil 1o moJty, BO3pacTy U CTaTyCy KypeHus TMoKasal, yTo
OTCYTCTBHE CHMIITOMOB 3a00JIeBaHMsI TIeYeHU B JieOIOTEe
3abonesanus (otHoweHue mancos [OL] 11,5; 95% nose-
putenbHbIil uHTepBat [JAN] 1,2-109,4; p=0,033), Haauuue
TIEYCHOUHBIX HEKAa3€03HBIX SMUTETMONTHOKIETOUHBIX Ipa-

TABJIULIA 2. ®akTopbl pucka UIMJT B noructuueckoii perpeccCHoHHOH Moaenu

OnHohaKTOPHBII aHaIu3

MHorodakTopHbIii aHAIU3

ol (95% AN) p OLI (95% AN) p
BospacT Hauana 3aboneBaHust 0,971 (0930-1,014) 0,181 - -
KeHckuii o 2,135 (0,214-21,336) 0,519 - -
Kypenue 0,903 (0,315-2,589) 0,850 - -
OXupeHue 3,055 (1,118-8,350) 0,029 - -
OTCcyTCTBYE TIEUCHOYHBIX CUMIITOMOB B N1e00Te 320071eBaHMS 3,590 (1,474-8,743) 0,005 11,509 (1,210-109,421) 0,033
KoXHblit 3y 0,310 (0,126-0,765) 0,011 - -
TuneprnurMeHTaMs KOXu 0,239 (0,093-0,614) 0,003 - -
Lluppo3 nevyeHn 0,403 (0,173-0,941) 0,036 - -
TpaHyneMsl eueHn 6,400 (1,402-29,209) 0,017 17,754 (1,805-174,631) 0,014
[1710THOCTb TeYeHU 0,852 (0,738-0,983) 0,028 - -
JleiikouTe 1,460 (1,134-1,881) 0,003 2,356 (1,170-4,747) 0,016
TpoMOOIUTHI 1,004 (0,999-1,009) 0,088 - -
IgM 1,254 (1,035-1,520) 0,021 1,535 (1,067-2,208) 0,020
CepoIto3uTUBHOCTh 10 AMA-M?2 1,825 (1,504-2,218) 0,009 - -
OtBet Ha neyenne YAXK 2,142 (0,905-5,067) 0,083 - -
24 KNMHUYECKASA DAPMAKONIOTUA U TEPAMKA, 2023, 32 (1)
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TABJIULIA 3. ®Paktopbl pucka HebnaronpusaTHbIX neyeHouHbIX ucxonos npu MBX B perpeccuoHHol mogenu Kokca

OnHOMhAaKTOPHBIN aHaIN3

MHorodakTopHbIii aHAINU3

OL (95% W) p

OlLL (95% W) p

Bospact Havana 3a6osieBaHUsI

uppo3 neyeHu

Acuur

Bapuko3Hoe paciimpeHre BeH MUIIeBoIa
INeueHouHas sHUedaTONaTUS

AnbOyMUH

OO0umit GUIMPYOUH

TTpoTpOMOMHOBBIIT MHIEKC

NI

OrtBet Ha JeyeHne YIXK

1,038 (0,976-1,105)
57,644 (0,648-5128,411)
15,047 (4,087-55,399)
9,010 (1,985-40,893)
25,885 (7,042-95,147)
0,834 (0,770-0,904)
1,012 (1,007-1,016)
0,956 (0,931-0,983)
0,200 (0,044-0,911)
0,089 (0,018-0,437)

0,237
0,077
<0,001 - -
0,004 -
<0,001 53,950 (2,404-1210,699)
<0,001 -
<0,001 - -
0,001 - -
0,038 - -
0,003 - -

1,276 (1,078-1,510) 0,005

0,012

nynem (OLI 17,8; 95% AU 1,8-174,6; p=0,014), 6onee
Bbicokue 3HaueHus IgM ceiBoporku kposu (OL 1,5; 95%
IO 1,1-2,2; p=0,020) u neiikountoB kpou (OLI 2,4; 95%
1N 1,2-4,7; p=0,016) 6GbuIM HE3aBUCUMBIMU (PaKTOPAMH,
accounuposaBimmMucs ¢ HanrureMm UTLT npu TTBX (Tabi.
2).

Teuenue unmepcmuyuanbHoeo nopasicenus neekux. JIuHa -
MUKy DPEHTTEHOJOTUYECKOM KapTUHBI OLCHWBAIA y 34
natentoB ¢ MITJI ¢ untepsanom B 3-6 mec. IllecTHaaaTh
MAalMEeHTOB MOJyYaJu KOMOMHUPOBAHHYIO UMMYHOCYITpeC-
CUBHYIO Teparuio ¢ IPUMEHEHUEM CUCTEMHBIX TTIOKOKOP-
TUKOCTEPOMIOB B COYETAaHUM C a3aTUONPMHOM  WJIM
metoTtpekcaTom. Perpecc UTLJTI HaGmonanu y 22 nauueH-
ToB. [1p1 3TOM y 8 GONBHBIX OH OBUT CIIOHTAHHBIM (CapKOM-
JIOTOA00HBIN MmaTTepH y 3, “cyoxnuHudeckoe” UILJTy 3 u
OIly 2) uy 14 ObUT UHAYLIMPOBAH UMMYHOCYIIPECCUBHOM
Tepanueil (capkounomnonoOHbIit marrepH y 8, OIl y 4,
Heknaccuduuupyemoe UL y 2). OtcyrcTBre M3MEHEHUI
PEHTTeHOJIOTMYECKON KapTUHBI ObUTO 3a(hMKCUPOBAHO Y 2
MAIEeHTOB, MOJYYaBIIMX UMMYHOCYIIPECCUBHYIO Tepario
(c capkoumononoOHbIM martepHoM U OUII), u y 5 60Jb-
HBIX, He TTOJyYaBIIMX UMMYHOCYITPECCUBHBIE MPEapaThl
(“cyoxkmunnueckoe” MIIT y 4 u capkouaornogoOHbIi
marTepH y 1). PeHTreHomoruyeckoe mIporpeccupoBaHUe
WI1JI OblI0 KOHCTATUPOBAHO Y 5 MAMEHTOB. JIBoe 13 HUX

LEy Naupentsl ¢ MMN
I[nzgé]
0.8

0,7

s
N
§

MaupenTsl Gea
Vlgl#i n=55)

044
0.3
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0,17

0.0+ log rank P = 0.021

1 1 ] I I I 1 L) I
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BpemA or navana 3abonesaniA (MecALs!)

Puc. 2. NeueHouHas BbXKMBAEMOCTb B 3aBUCMMOCTH OT Ha/M-
uusa UM
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(c HCHUIT u nexnmaccudpuumpyembim MILT) ymepan no
Hayaja JIeYeHHUsI JIETOYHOTO TIOPaKeHUs BCIEACTBUE OCIOX-
HeHuil mupposa neueHu. ¥ 2 mauueHtoB (¢ OIl u Hekac-
cuunmpyembim MIJT) ¢ He3HAUMTENIbHO OTpULIATETBHOM
KT-auHaMukoil 0TCyTCTBOBAIM KaKue-I1M00 pecruparop-
Hble CUMITOMbI U KIMHUYECKOE YXYALIEHUE, TO3TOMY OT
Ha3HayeHUs UMMYHOCYIIPEECCUBHOI Tepanuu ObUIO pelle-
HO BO3/IEPKaThCSI.

Hcxoodv. Opna nauumentka ¢ KT-nmarreppom HCUIIT
umena nporpeccupymoiee TeueHue WMILJT HecmoTpst Ha
TPOBOIMMYI0 UMMYHOCYTIPECCUBHYIO TEparuio U ymepia oT
HapacTalolleil IpIXaTeIbHOM HempocTaTrouHocTu. [lpu ayto-
TICUY OBLTM BBISBJICHBI MPU3HAKN BBIPAKEHHOTO MHTEPCTHU-
LIMAJILHOTO ¢ubpoza  nerkux, COOTBETCTBYIOILIETO
TMCTOJIOTMYECKO KapTuHe (HUOpo3upyrolero BapuaHTa
HCMUII. Takum oOpazoM, K MOMEHTY OKOHYAHMSI UCCIEeI0-
BaHUs ObUT 3a(PMKCUPOBAH TOJBKO 1 HEOIArompusITHbII
JIETOUHBIA UCXO],.

Bo Bpewmsi uccnenoBaHus 12 malnuMeHTOB yMepiaud OT
OCJIOKHEHUI LIMppo3a TMeveHu, a 2 00JbHBIM OblIa TIPOBe-
JieHa OpTOTONMYecKas TpaHCIUIAaHTAlUs TevyeHu. Tpoe
ymepiunx nauueHtoB umenu UIJI. decarunetHsis neve-
HOYHas1 BbDKMBaeMOCTh Y 0oibHbIX ¢ MI1JI Oblia Bhllile,
yeM y naumenToB 6e3 MITJ (93,2% wu 79,9%, cooTBETCTBEH-
Ho, p=0,021, puc. 2). [Ipn onHO(hAKTOPHOM perpeccuoH-
HoM aHanmu3e Kokca Haauume MITJI ObL10 accounupoBaHO
C MEHBIIMM PMCKOM HACTYIUIGHUs] HeOJIaronpusTHOTO
reyeHoYHoro ucxoma (otHowenue puckon 0,20; 95% AN
0,04-0,91; p=0,038), omHako maHHBII (BaKTOp YyTpaTUI TIPO-
THOCTHYECKOe 3HaueHWe TP MHOTO(haKTOPHOM perpec-
CMOHHOM aHaju3e (Tadi. 3).

O6c¢cyxpaeHune

PesynbTaThl KOTOPTHOTO MCC€A0BaHUSI TMOKA3alIM, 4YTO
WIUI npu TBX BcTpevaeTcs ropasio vaiie, 4YeM CYMTalIoCh
paHee, U MOXET ObITb OOHApy:KeHO oyt y 41% manueH-
toB ¢ IIBX mpu otcyrctBun conyrcrByoinux C3CT. B
paHee omyOJMKOBaHHBIX padorax yactota MITJI y manumen-
10B ¢ [1bX Oblna Hike. B IBYX OMHOLEHTPOBLIX UCCIEHO-
BaHUsSIX, MpoBedeHHbIX B Kwurtae, paszauyHble BapUaHThI
WITJT 66t guarHoctupoBansl B 10,0% u 15,7% ciyuaes,
npuyeM B 00a MCCAeIOBaHMS BKIIOYAIM MAallMeHTOB, UMEB-
mmx Hapsiny ¢ [TBX u C3CT [18,25]. B nmepBom uccnenosa-
HuM dakropamu pucka MIJI Obmm cunapom PeitHo wnn
C3CT [18], a Bo Bropom — MWIIJI accouummpoBanoch ¢
Hannuuem cunHapoma lllerpena [25]. B eBpormeiickoit

25
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nonyasitiuu yacrota MIJT mpu I1BX cocrasnsina or 2,2 1o
5,4%, omHakO BO BCEX WCCIEMOBAHUSAX ISl CKPUHWHTA
NI ucnonb3oBaau peHTreHorpaduio OpraHoB IpyaHOM
KJIETKM, YTO MOTJIO MOCIYXUTh MPUUMHOMN JJOKHOOTPUIIA-
TEeJIBHOTO pe3yabTaTa Y YacTh GONBHBIX [26-28]. OmHol u3
npuyuH Oojiee BBICOKOH pacmpocTtpaHeHHocT WMIIJI B
00C/IeIOBAHHOI HaMU KOTOpTe MOXET ObITb Haluyue B
BbIOOpPKE HE TOJIHKO MAIMEHTOB C M3HAYAJbHO HEU3BECTHOM
JIETOYHOM KapTUHOM, HO M OOJBHBIX, YK€ MMEBIIMX Ha
MOMEHT BKJIIOUYEHUS B MCCIeNOBAaHUE TUarHOCTUPOBAHHOE
nyasmoHojiorom [1bX-acconmuposannoe UTLII.

WIUT umeno 6ecciMnTOMHOE TeYeHUE M ObLIO AMarHo-
cTupoBaHo Tojbko Tipu KT moutw y TpeTu MaluueHTOB.
CuMnTOMBI TIOpaXKeHUS JIeTKUX, ooOyciosieHHbie WMILI,
ObUTM TepBbIM KIMHUYECKUM TPOSIBJIEHUEM CUCTEMHOI
6ose3nu oyt y 10% manmenToB, a [1BX 6bU1 3am0m03peH
Y HUX Ha OCHOBAaHWM HAJIMYMS JJAOOPATOPHBIX IPU3HAKOB
XoJiecTa3a WK creuubudeckux aHtuten. OTCyTCTBUE Teve-
HOYHBIX CUMIITOMOB B J1e010Te 3a00eBaHUs ObIJIO HE3aBU-
cumbIM (hakTopoM pucka [1bX-accoummnpoannoro UIIJI,
4TO TO3BOJISIET OTHOCUTDH 00JbHBIX [1BX 6e3 KanHuuecknx
MPOSIBJIEHUIT XxoJiecTa3a K TpYIIe MOBBILIEHHOTO pPHUCKa
WIJI. Wcxons u3 Toro, 4to meyeHOYHOE MOpaXeHue mpu
I1bX-accouuupoBannom MILI u, Hao6opor, UIJI mpu
ITbX MoryT MMeTh CKpbITOE OECCUMIITOMHOE TeYEHUE, Clie-
JyeT BbIBOJ 0 HeoOxonumoctu uckimoueHus [TbX y Becex
00JIbHBIX ¢ BOepBble BoisiBIeHHBIM MIIJI 1 mpoBeneHus
ckpunuHra MIJI cpenu 6ombHbIX ¢ [1BX.

CapkongonomnooHoe TmopaxkeHue JeTKUX ObLIO OCHOB-
HbeiM TUnioM MIJI y nmarmenTtoB ¢ I1BX B Halem uccneno-
BaHuu. [1bX u capkouao3 UMeIoT psia OOIIKX YepT, B TOM
YKCJIe CXOACTBO MOPAXKEHMSI JIETKUX, YTO MOXET 3aTPYIHSTh
ux auddepeHInaIbHYI0 I1arHOCTUKY. OIHON U3 MPUYMH
JMaHHOTO (heHOMEHa MOTYT OBbITb CXOJHBIE MEXaHU3MbI
BOBJIEUEHHUSI JIETKMX TPU JaHHBIX 3a0ojieBaHUSIX. bBblio
ycTaHoBJIeHO, uyTo oTHouieHue CD4+ u CD8+ cybomomys-
UUA TUMOOLIMTOB U KJIETOYHBIN COCTaB OPOHXOATbBEONSIP-
HOW JaBaxHOW uakoct y mammeHtoB ¢ [1BX
aHaJIOTMYHBI TAKOBBIM TIpU capkoupose jerkux [15]. pu
9TOM BO3MOXHOCTb pa3Butusi npu [1BX apyrux BapuaHToOB
WI1JI, xoTopble HE BCTPEUAIOTCs Y MALMEHTOB C CApKOUIO-
30M, TTO3BOJISIET OOCYXIATh HATWYME U albTePHATUBHBIX,
OTJIMYHBIX OT PeaKInii TUTIEPUYBCTBUTEILHOCTH 3aMeUIeH-
HOIO THIIa, MEXaHU3MOB BOBJIeUeHHUs Jerkux npu [1bX.

Kak meyeHouHbIe, TaK ¥ BHEMEUEHOUHBIE IPaHyIEMbl
MOTYT oOHapyxxuBathcs y nauueHToB ¢ [1BX [29], ocobeH-
HO Ha paHHUX cramusix mnopaxeHus medyeHu [30,31]. B
cepun u3 120 cexuunoHHelx HabmoneHuit npu [1bX rpany-
JIEMBI B JIETKUX W BHYTPUTPYAHBIX JUM(bATUYECKUX Y3Tax
ObLTH BBIIBIEHHI B 1,6% ciyyaeB [28]. [TeueHOUHBIE IpaHy-
nembl nipu I[1BX B IpoTUBOMOI0KHOCTb TAKOBBIM IIPU cap-
KoMJ03e MeHee 4eTKO O(OpMJIeHBI, HE CIUBAIOTCS B
KOHIJIOMEPAThl 1 JIOKAIMU3YIOTCSl PEUMYIIIECTBEHHO B Mpe-
Jie1ax MOPTaIbHOTO TPaKTa BOJM3U MOPAKEHHbBIX MEXI0Jb-
KOBBIX KEJUEBBIBOASAILMX TPOTOKOB [32]. JyKToreHusl,
xapaktepHas a5 [1BX, penko Habmomaetcst ipyu capkom-
no3e neyeHu [32,33]. Kak mpaBuiio, malueHThl ¢ CapKOMIO0-
30M nevyeHu He umeroT AMA-M2 u AHA, cnetiuaHbIX
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s [1BX 1 neMOHCTpUpPYIOT yMEHbIIEHWE TPOSBICHUI
XoJIecTasa Mpu JICUeHU UMMYHOCYTIPECCHBHBIMU TIperapa-
Tamu, yero He Habonaerca npu [1bX [34].

[TaToreHe3 u KJIMHUYECKOE 3HAYEHME TPAHYJIEMATO3HOTO
nopaxeHus rneyeHn rnpu [1BX ocraiorcst HemocTaToyHO
usyuyeHHbIMU. R. Lee u coaBT. mokasanu Oosee Giaromnpu-
SITHBIM TIPOTHO3 TeYeHMS MopaxeHus: nedeHu mpu [1BX
MpY HAJIMYUU MEYEHOUHBIX IpaHyjeM [35]. Z. You u coabr.
MPEANONIOXUIU, YTO (hOPMUPOBAHUE NMEUEHOYHBIX TPaHY-
neM npu [1BX MoxXeT ObITh afalTUBHONM peaklyeil B OTBET
Ha XpOHUYECKOE TTOBPEXAECHNE KETUHBIX MTPOTOKOB U TO3-
BOJISIET YMEHBIIUTh aKTUBHOCTD Xoj1aHruTa [31]. Pesyap -
TaThl HALIETO MCCIENOBaHMS MOKA3aJi, UTO LIMPPO3 TeYeHU
(opmupoBazcs pexe y MalueHTOB ¢ MEYSHOUHBIMU I'PaHy-
JieMaMu, TP 3TOM y JIBYX TpeTeil U3 HUX MMEJIOCh CapKO-
nononooHoe MILJI. Tompko 1 u3 14 manumeHTOB ¢ JaHHBIM
turioM WILJI ymep OT OCIOXHEHMI LMppo3a IEUYEHM.
Takum 00pa3oM, Heslb3s UCKIIOYaTh, YTO CAPKOUAOMOI00-
Hasg peakuus npu I1BX MoxeT MMeTb MPOTEKTHUBHBIN
3(dexT B OTHOLIEHUY MTOPAXKEHNUS TIEUEeHU 1 CIIOCOOCTBYET
YMEHBIIEHUIO CKOPOCTH €TO MPOTrPecCUPOBAHMSI.

Y 9 (9,7%) n3 93 maMeHTOB MBI BBISIBUIN CYyOKIMHIYE-
ckoe MITJI, koTopoe paHee OBIJIO OIMMCAHO Y MAILIMEHTOB C
PEBMATOMIHBIM apTPUTOM [36], CHCTEMHOI CKIIEPOIEPMU-
eil, aHTUCUHTETa3HbIM CUHAPOMOM U CMEIIaHHBIM 3a00J1e-
BaHMEM coeauHuTeIbHOM TKanu [37]. [Ipeamnonaraercs, 4to
a1oT KT-nartepH npeacrapisieT coO0i peHTreHoIornye-
CKO€ TPOSIBJICHUE WHTEPCTULIMATBHBIX 3a00JI€BaHUI JIETKUX
Ha paHHHUX 3Tamnax pa3Butus, B ToM uncie UIJI, accouun-
posaHHoro ¢ C3CT [37-39]. YacTora nepexona CyOKIMHU-
yeckoro MIJ B kimuuuuecku sisHoe nipu C3CT B pasHbIX
HCCIIeNOBaHUSX BapbupoBanachk oT 34% no 57% npu piu-
TeNbHOCTU HabmoneHus ot 1,5 no 4,5 ner [37,40,41]. B
HallleM MCCJIeIOBAaHUU MBI He 3a(MKCUPOBAIA HU OJHOTO
cilyyasi mporpeccupoBaHusl cyokinmHuueckoro WILI mo
kiHu4ecku 3Haunmoro MIJI mob6oro KT-marrepHa mpu
MenuaHe HaOmoneHus 2,4 roga. B 3 HabOmomeHMsIX nmesno
MecTo obpaTtHoe pa3Butue cyoxkianHudeckoro MIJI mpu
OTCYTCTBUM  KaKOTo-JIMOO  creuu@uUeckoro  JieueHUsl.
Takum o6pazoM, ckpuHuHr MI1JI B momyisiuu naiMeHToB
¢ [1bX mo3BossieT He TOJIbKO BHISIBUTH OECCUMITTOMHO TPO-
tekaroiee UIIJI, Ho 1 IMarHOCTUPOBATH €ro Ha paHHUX
aTarnax pa3BUTHs, KOTIA JieTue KOHTPOJIMPOBATh TeUeHHE
3a00JIeBaHMS M MTPENOTBPATUTD €r0 MPOrpecCupoBaHue 10
TEePMUHAIbHOM CTaJINHU.

Kax u B npyrux uccienoBanusix [25,42], Haubosnee vac -
Thl MU MU3MEHEHUSIMM TIPY THCTOJOTMYECKOM MCCIe0OBAaHUMI
JIETOYHBIX OMOMTATOB B Hallleil KOropre ObLIM JTUMQOLH-
TapHast ¥ 303MHOMUIbHAS MHOUIBTpAIMS aTbBEOISIPHBIX
MePeropoiok 1 OPOHXMOJI, HEKA3€03HbIe SMUTEINOIHOKIIC-
TOYHBIE TpaHyJeMbl B JIUMGATHIYECKUX Y371aX, MHTePCTULIMN
n Oponxuonax, Gokycsl OIl 1 MHTEPCTULIMATBHBIN JIerou-
Hbll (Gubpo3. Ilpeamonaraercs, 4YTO COUETAHME JAHHBIX
TUCTOJIOTMYECKUX W3MEHEeHMH, HabJiofaeMoe Yy 4acTu
namueHToB ¢ [1bX-acconmmpoBanusivM UITJI, moxeT mpen-
CTaBIIATb CO0OI OCOOBIN TMCTOJOTMYECKHUIA TTATTEPH Mopa-
KeHUst Jierkux, cneuurduunbiit s [bBX [42].

MbI BBISIBUJIM CTAaTUCTUUECKU 3HAUMMO 0O0Jjiee BBICOKYIO

KIMHUHECKAA ®APMAKOIOrMA U TEPANKA, 2023, 32 (1)
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YacTOTy OXMpeHMs B rpymie namueHToB ¢ MIIJI. B HacTos-
11ee BpeMsl YCTaHOBJIEHa B3aMMOCBSI3b MEXY OXKUPEHUEM
1 HEKOTOPBIMU 3a00JIeBaHUAMH Jierkux. Cpelu MpuIuH
TaKOM accolMaly paccMaTpUBAIOTCS JierouHble d(DMeKThI
WHCYJIMHOPE3UCTEHTHOCTH, HapYIIeHUsI JIETOYHOTO MUKPO-
O0MoMa M MaToNOrMYecKre UMMYHHBIE TIPOLIECCHI, OIOCpe-
JlyeMble TaKMMM MeauaTtopamMu, Kak ¢hakTop Hekposa
onyxonu o, MCP-1 u tpaHchopmupyoiuii paktop pocra
B1 [43-45]. bruto moka3aHo, 4yTO OONIbLINI 00BEM BHCILIE-
pabHOM KMPOBOI TKaHW MpSIMO KoppeaupyeT ¢ Oosee
BBICOKOM  PacCmpOCTPaHEHHOCTBIO  MHTEPCTUIMATbHBIX
JIETOUHBIX U3MEHEHUI B MOMYJISALMHN JIOAEH, CTPaaatoIimX
oxupeHreM [46]. ABTOpbI TPEANONOXWIN, YTO JaHHAs
3aKOHOMEPHOCTb OOBSICHSIETCSI 00JIee BHICOKUM YPOBHEM
MHTEPJICHKMHA-6 U JIENITUHA Y JaHHBIX ITALIEHTOB.

B Hawem wuccienoBaHMM KOJIMYECTBO JIEUKOLUMUTOB W
HeWTpoduIoB Tepudepuyeckoil KpoBU ObLIM BbIIIE Y
mauueHToB ¢ MIJI, XoTs ux cpenHue 3HAYEHUsT HE BBIXOAM-
JIM 32 mpesenbl HopMbl. [Ipyu MHOrOakTOpHOM aHalIu3e
0oJiee BBICOKOE KOJTMUYECTBO JIEHKOLIMTOB OBLJIO He3aBUCH-
MbIM (haKTOpPOM, accolMupoBaBLIuMcs ¢ Haauurem MILI.
B HeckobKUX MccienoBaHusIX ObUTM MPOJEMOHCTPUPOBA-
HbI BaXXHasi poJib HEUTPO(MUIOB B MaTOreHe3e MHTEPCTULIM-
QIbHBIX  3a00JIeBaHMIA  JIETKUX W WX  CIIOCOOHOCTb
MHAYUMPOBATh PAa3BUTHE JIETOYHOTO MHTEPCTULIMATBLHOTO
(ubpo3za yepes paznuuHbie MexaHu3Mbl [47-49]. Boie -
nepeyncaeHHble hakThl U Pe3y/IbTaThl HAIIEro0 MCCIeNoBa-
HUS TIO3BOJISIIOT TMpenrosaraTb ydyactue HeWTpoduiaoB B
maroreHe3e [1bX-accommmposannoro UITJI. C mpyroii cTo-
POHBI, 00JIe€ BHICOKOE KOJIMUYECTBO HEUTPODUIOB U JIEHKO-
LMTOB B rpyrmrme nauueHToB ¢ UITJI MoxeT 00bsICHITbCS
MEHbILEH pacnpoCTPaHEHHOCTbIO LUPPOTUUECKOTO TUIEP-
CIUIEHU3Ma, €CJIM MPUHSTH BO BHUMaHKE MEHBIIYIO YacTOTY
LIMppo3a MeYeHU U TeHAEHIUIO K 60jiee BbICOKOMY KOJnye-
CTBY TpoMOOLIMTOB B rpynie naiueHToB ¢ UTJI.

B namem nccnenoBanuu y Bcex nauueHtsl ¢ MITJI omnpe-
nenstiich AMA-M2, Torna Kak B Tpyrire HaiyeHToB 0e3
WTLJT onn otcytctBoBaM B 16,4% cimyyaeB. M. Shen u
COABT. TaKXe MPOJEMOHCTPUPOBAIN 0OJiee BBICOKYIO pac-
npoctpaHeHHOCT AMA-M2 cpenu naumento ¢ MILJT
(92,3% nipotus 80,0%) [25]. B npyroit pabote AMA-M?2
obun o6HapyxeHs! y 10 (90,9%) u3 11 mauuentos ¢ [1BX-
accoumnpoBaHHbiM ~ UIITJT [18]. Pasznuuusa B uyactote
BbIsiBJIeHUSI AMA-M2 MoryT oOBbSICHSITbCSI TIPUMEHEHHEM B
HallleM MCClIeIoBaHUM 00Jiee UyBCTBUTEIBLHOM J1abopaTop-
HOIl METOIMKM Ha OCHOBE MMMYHO(EPMEHTHOTO aHaIu3a
JUTSL IETEKIIMKM 3TOTO TUIA aHTUTEN B CBIBOPOTKE KPOBHU.

Kak B HacTosileM uccienoBaHuM, Tak 1 B paboTax apy-
TMX aBTOPOB ObLIO YCTAHOBJIEHO, YTO manueHThl ¢ [1BX,
mo3utuBHBIe T0 AMA-M2, nMmerot 6ojiee BRICOKUI YPOBEHD
IgM ceiBopotku KkpoBu [50-52]. B Hacrosiee Bpems
HEU3BeCTHO, MMeeT i IgM Ty Xe aHTUTeHHYIO criennduy-
HOCTb, uTo U AMA-M2, y 6onbHbix [TBX. bbuto mokasaHo,
YTO WMMYHHBbIE KOMILIEKCHI, LUPKYIUPYIOLIUE B KPOBH
oonpHbIX [1BX, cogepxat AMA-M2 1 aHTUTeH-MUIIEHb
nMaHHbIX aHTuTen [53,54]. Tlpn 3TOM TO-TIpEeXXKHEMY OKOHYa-
TeJbHO HE BBISICHEHO, SIBJISIETCS JIM TOBBILIEHHBI YPOBEHb
IgM coiBopoTku kpoBu npu [1BX naboparopHbiM 3mude-
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HOMEHOM WJIM oTpaxaeT yyactue IgM B dopMupoBaHuu
BHEIEUYEHOUHBIX OPTaHHBIX TTOPAXEHUI NP TaHHOM 3a00-
JeBaHuU. B mosb3y mociaeaHero npeanonoxkeHus CBUIe-
TEJbCTBYET TO, YTO MMMYHHbIE KOMIUIEKChI, COAepXKalllne
IgM, ObLIM BBISIBJIEHBI TIPY TUCTOJOTMYECKOM MCCJIeI0Ba-
HUM OHWOITATOB KOXM W TIOUeK TMAlMeHTOB, HMMEIOLINX
HMMMYHOOITOCPEIOBAHHOE TTOpakeHMe TaHHBIX OPTaHOB B
pamkax cucteMHbIX nposiBieHuii [16X [55-58]. Bompoc o
criocobHocT IgM-comepxXalyux UMMYHHBIX KOMILIEKCOB
MHIOyLMpoBaTh MopaxeHue jgerkux npu I1BX octaercs
OTKPBITEIM. IMMYHHBIE KOMIUIEKCHI, comepxainime 1gG u
C1q KOMIIOHEHT KoMILIeMeHTa, HO He IgM, ObLiu BbIsIBIIE-
HBI B JIETOYHOM MHTepcTMLMK nauueHTa ¢ [1bX-accouuu-
poaHHbiM WITJI  [59]. B Hamem wuccnenoBaHum Oosee
BBICOKUI ypoBeHb IgM ObL1 He3aBUCUMBIM (haKTOPOM
pucka paszsutust MIIJI, 4ro mo3BojsieT mpeamnoJaraTbh
BOBJIeUeHHOCTh IgM B mponiecc (hopMUpOBaHUS JIETOYHOTO
nopaxeHus npu [1bX. Takum obpazom, poib UMMYHOKOM-
mekcHbIx peakunii B passutun UIJT npu 16X B Hactos-
1ee BpeMsl OCTaeTCsl He 0 KOHIIA PacKpBITON M JTOMXKHA
CTaTh MPEAMETOM JAIBHEUIINX UCCIEI0BAHUN.

Porbe AHA B pa3BUTUM CHCTEMHBIX BHENEYEHOYHBIX
npossienuit [1bX n3yuena nemocratouno. R. Nickowitz n
COABT. HE BBISIBUJIM KOPPEJIALIMN MEXIY HATMIMEM aHTUTEN
K gp210 u namuHy B M npucyTcTBMEM BHeMeUYE€HOYHbIX
VMMYHHBIX MTOPaXEHUH 3a UCKITIOUEHNEM PEBMATOMIHOTO
aptputa [60]. K coxanenuio, pacrpoctpaHeHHocts UTTTT y
MaluveHToB ¢ oTUMU TunaMu AHA He Obuia mpeacTaBieHa B
JaHHOI myOamKanmuu. M. Shen m coaBT. He BBIIBIIN OTJIH-
yuii yactoTel AHA 1 aHTUTEN K KapAMOJIUIKHY B TPyIIax
nauuenToB ¢ UTLJT u 6e3 UTLJT [25]. B HacTosiiee Bpemst
yCTaHOBJIEHa posib aHTUTeNl K gp210 Kak He3aBUCHMOTro
¢axropa prcka HeOJIaronpusITHOrO TeUeHUS IIeUeHOYHOTO
nopaxkenuss mipu I1BX [61]. B Hamreit pabore He ObLTO
BBISIBJIEHO CTaTUCTUYECKU 3HAYMMBIX PA3IMYMil YaCTOThI
antuten K gp210, sp100, PML u SS-A mexnmy rpynmnamu
MalMeHTOB, XOTs U Oblla OTMEUeHa TeHACHIIMST K MEHbILEH
PacIpoCTPaHEHHOCTH CEPOTTO3UTUBHOCTH 1O aHTU-gp210
cpenu nanueHToB ¢ MIIJI. Mbl npeamnosaraem, 4yTo BhILLE-
nepeuncieHHble AHA HampaieHbl NpeuMylIeCTBEHHO
MPOTUB AHTUTEHOB OMJIMAPHOTO SMUTENNS U HE BOBJICYECHBI
B mpoliecc GopMUPOBAaHMST BHETIEUSHOUHBIX MOPAKEHMUIA.

Honrocpounsiit mporHo3 UTTJI npu I1BX He uzyuancs,
XOT M ObUIM OMyOJMKOBaHBI HAOMOAEHUS (haTalbHOTO
teuenust I1bX-accormuposanHoro MITJI [62,63]. B Haiueit
koropre Tobko 1 u3 38 manuentoB ¢ UIIJI ymep ot ocinox-
HEHMIi TIporpeccupytoniero Gudpo3upyrolero 3aboepa-
HUS JIETKUX, JMarHOCTMPOBAHHOTO HAa TPOABMHYTOI
CTa/Inu, TOTJA KaK OOJILIIMHCTBO MALMEHTOB UMEJIU CTa-
OMJIbHOE TeUeHHUE JIETOYHOTO MOpaXeHUsT U OTBETUJIN Ha
KOMOMHUPOBAHHYI0 ~ MMMYHOCYIPECCUBHYIO  Teparuio
CUCTEMHBIMU TJIIOKOKOPTUKOCTEPOUIAMU B COUETAHUU C
a3aTUOTIPUHOM WJIM METOTpeKcaToM. DT JaHHbIE MO3BO-
JIS10T caenath BbiBo, uTo I1bX-accommuupoannoe UILI B
OOJIbILIMHCTBE CIyYaeB MMEET OJaronpusiTHbI IMPOTHO3,
€CJIM TUATHOCTUPOBAHO U JICYUTCS HA paHHEH CTaauu.

HecaruneTHssl BbDKMBaeMOCTb nauueHToB ¢ I1bX B pa3-
JIMYHBIX UCCIIEIOBAHMSX BapbupoBaiachk ot 63% mo 94%
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[64]. B HacTosiiiee BpeMst HeM3BeCcTHO, sBnsieTcst i UTIJT
JNeTEPMUHAHTO MPOTHO3a TEUYEHOYHOTO MOPAXKEeHUsI TTPU
TIbX. M. Shen u coaBT. He BBISIBIIM KaKOH-IM00 KOppeJsi-
iy Mexny Hamuuuem MITJT u puckoM B MpOrHOCTUYECKOM
cucteMe Meito, KOTopasi UCTIOJIb3YeTCs ISl pacuyeTa BbIXKU-
BaeMmocTH mnauueHToB ¢ [1bX [25]. Mbl He oLeHMBaIU B
HACTOSILLIEM MCCIeOBAHUM PUCK HEOJAronpusTHOrO neve-
HOYHOTO MCXOjia 1Mo Moaeau Meiio, oHaKO JAECSTUIIETHSIS
BbIXKMBaeMOCThb ObLIa Bbille y namueHToB ¢ WUILJI, yto Obuio
MOKa3aHO MPU OHO(AKTOPHOM aHATU3E BbIXKMBAEMOCTH.
Bmecre ¢ Tem, mpu MHOTO(AKTOPHOM aHAIU3e HATUUYKE
NI He coxpaHUIO MPEIUKTUBHYIO 3HAYMMOCTb B OTHO-
IIEHWU CHUXKEHUSI PUCKa CMEPTU OT OCJIOXKHEHUI LMppo3a
MEYEeHU WJIM TPAHCIUIAHTAIIMU TEeYEHU, TIO3TOMY MbI CUMTa-
eM, uro MILJI nmpu [1BX He MOXeT cuMTaThCsl He3aBUCH-
MbIM (haKTOPOM OJIATOMPUSATHOrO MEYEHOUHOIO MPOrHo3a.

OrpaHUYeHUSIMU HAIIETO MCCIeA0BaHuUsT ObLIM OTHOCH-
TeJIbHO HEOOJIbIINEe 00beM BHIOOPKU 1 IIPOAOJIKUTETbHOCTD
HaOJII0IEHUSI, YTO MOIJIO MOBJIUATh HA KOPPEKTHOCTh aHa-
JIU3a JIETOYHBIX W TIEUEHOUYHBIX HcxonoB. KomnyecTBo
JIETOUHBIX MCXOMOB OBIJIO CIMIIKOM MaJIbIM ISl OLIEHKU
JIETOYHO# BBDKMBAEMOCTU M (haKTOPOB PUCKA HEOJIAromnpu-
SITHBIX JIETOUHBIX MCXOMOB. JIIs1 Banuaaluu pe3yabTaToB
HAaIIIETO MCCIeNOoBaHUSI HEOOXOMMMBI MTPOCTIEKTUBHBIE MHO-
TOLEHTPOBbIE UCCJIEJOBAHNUS.

3aknioueHue

PesynbTaThl Hallero ucciaea0BaHUS TPOIEMOHCTPUPOBATU
BBICOKYIO pacrpocTtpaHeHHOCTh MIIJI, B ToM uncie Gec-
cuMmnToMHoro, cpenu nauueHtoB ¢ I[1bX u [1BX-AUT. B
OonpiHCcTBe HabmoneHuit [1bX-accounnposannoe UITJT
UMeJI0 T0OPOKAYEeCTBEHHOE TeUEHUE U HE OMPeesiio K13-
HEeHHBII nporHo3 6onbHOro. Hanmnuue MUIIJI 6bu10 acco-
LIMMPOBAHO C MEHbBIIEH TSKECTbIO TOPaKEHUST TeUeHU.
Bbuonornyeckue MmexaHu3mbl BoBiaeueHus Jerkux npu [1bX
U €ro BIMSIHUE Ha MeYeHb Kak OCHOBHOM OpraH-MUILEHb
3200J1eBaHUSI B HACTOSIIIIEE BPeMsI HE PACKPBITHI M JOJKHBI
CTaTh MPEAMETOM OYAYIINX MCCIeI0BAHMUIA.
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Patterns of interstitial lung disease in primary biliary
cholangitis

M. Kalashnikov'?, M. Brovkd, L. Akulkinad, V. Sholomova~,
Z. Yanakayeva', D. Abdurakhmanov, S. Moiseev*

'"Tareev Clinic of Internal Diseases, Sechenov First Moscow State Medical
University, Moscow, ?Vladimirsky Moscow Region Research Clinical

Institute, Moscow, *Lomonosov Moscow State University, Moscow

Aim. To evaluate the occurrence and clinical features of inter-
stitial lung disease (ILD) in a cohort of Russian patients with
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primary biliary cholangitis (PBC).

Material and methods. PBC patients without concomi-
tant rheumatic diseases were enrolled in our prospective
cohort study. All patients underwent chest high-resolution
computed tomography (HRCT). The studied outcomes were
ILD-related death and liver transplantation or death from liver
cirrhosis complications.

Results. ILD was detected in 38 (40.9%) of 93 patients.
HRCT patterns of ILD-PBC included sarcoid-like changes, sub-
clinical ILD, organizing pneumonia, unclassifiable interstitial
pneumonia, non-specific interstitial pneumonia, and usual
interstitial pneumonia. In a multivariate analysis, the absence
of liver disease symptoms at the disease presentation, the
presence of hepatic non-necrotizing epithelioid cell granulo-
mas, higher serum IgM, and higher blood leukocyte count were
associated with ILD. Fourteen (36,8%) patients with ILD
showed no respiratory symptoms and only one patient died
from complications of ILD. Patients with ILD had better liver-
related survival.

Conclusion. The results of our study showed that ILD is a
common finding in PBC. PBC-associated ILD had a benign
course and was associated with a lower liver disease severity.
Interstitial lung involvement in PBC should be included in a list
of differential diagnosis of ILD.

Keywords. /Interstitial lung disease, primary biliary
cholangitis, sarcoid-like pattern, liver transplant-free sur-
vival.
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