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BPOHXOOBCTPYKTUBHBIN CUHIPOM NMPHU JUCILIAZUHA
COEJMHUTEJBHON TKAHM Y IETEN (OB30P JUTEPATYPBI)

Kymoooes 7K.

AnHoTanusi. B crarbe mpeacTaBieH JHUTEpaTypHBIH 0030p HCCICIOBAHUMA
JUCIUIa3UU COCAVMHUTEILHON TKAaHU Yy JE€TEH, a TakKe TEYEHUs U Pe3yJbTaToB
JICUCHUS CHHApPOMa OpPOHXHAIBHOM OOCTPYKIMH, ACCOIMUPOBAHHOW C JIaHHOM
MaToJIOTHEH.

KiroueBble  cjoBa: JAUCIUIa3Usl  COCAUHUTEIBHOM  TKaHW, CHHIPOM
OpoHXHaIbHON 00CTPYKIIUH, OpOHXHAJIbHASL ACTMA, PEITUTUBUPYIOIINN OpPOHXUT.

BBenenune. CoBpeMEHHBIA B3IUISIA HAa MEXAaHU3Mbl Pa3BUTHUS JIUCIIA3UU
coequHuTeapHOM TKaHu (L{CT) 0OcHOBaH Ha MCCIIEOBAHUSIX BIUSIHUS TEHETUYECKUX
HapylieHu Ha (OpMHUPOBAHUE CTPYKTYPHI BHEKJIeTouHOTro maTpukca (BKM). B
HacTosiee BpeMs oOmenpuHaTeiM MHeHHeM o JICT siBisiercs TO, 4TO ATO HE
OTIIeJIbHOE 3a00JIeBaHUE, a LEJbI CHEKTP COCTOSIHUM, KOTOpbIE BO3HUKAIOT B
pe3ysbTaTe MyTalluii T€HOB, OTBEYAIOIINX 32 CHHTE3 CTPYKTYPHBIX OCJIKOB, TAKUX
KaK KOJIJIareH, 2JIACTMH M Jp. OTH MYTalldd MOTYT MPUBOJUTH K HaPYIICHUIO
dbubpuiioreHe3a M, Kak CIEICTBHE, OCJIA0JICHUIO IEJIOCTHOCTU TKaHEeW U
TIOpPaKEHUIO BHYTPEHHUX OpraHoB [14].

Hccnenoanusi TOCHEAHUX JIET TaKXKe€ IMPOJIMBAIOT CBET HA BIHSHUE
snuredHeTndeckux moaudukamuii JJHK u dhakropoB okpyxarolieit cpeibl, KoTopbie
MOTYT MOJIYJIUPOBaTh MEHETPAHTHOCTh M JKCIPECCUBHOCTh TIE€HETUYECKUX
MYTAI[M#, 9TO emie OOoJbIle YCI0KHIEeT KapTuHy 3aboeBanus [3].

Ocnabnenue kapkaca abixatenbHblX nyted npu JICT moxer oOycnaBiuBaTh
BPOXKACHHBIE aHOMaJWH, TakKue KaK TpaxeoOpOoHXHWadbHAs JUCKUHE3WS,
TpaxeoOpOHXOMANSAUMA W  TpaxeoOpoHXoMmerayius. bBpoHXHabHOE  JEpeBO
CTAaHOBUTCS CKJIOHHBIM K DKCITUPATOPHOMY KOJUIATICY, T.€. OPOHX00OCTPYKTUBHOMY
curapomy (BOC) [6]. Takue mamueHThI YacTO HMCHBITHIBAIOT OO0JIee TSKEIbIC
CUMIITOMBI OPOHXHAILHON OOCTPYKIIMH U TPEOYIOT HHAUBUAYAIbHBIX TOIX0IOB K
JICYCHHIO, T.K. TPAJAUIIMOHHBIE METOABI MOTYT OBITh HE CTOJb (PPEKTUBHBI B ITHX
ciyyasix [2].
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MeTtoaosiorust cOopa u3 JUTEPATYPHBIX HCTOYHUKOB. B pamMkax gaHHOTO
UCCJIEIOBaHMS OBLIM TMPOAHAIM3UPOBAHBI HAy4YHbIE CTAaTbU, MOHOTrpadpuu u
KIIMHUYeCKue MpoTokoibl. JlanHele mnomydensl u3 PubMed, Google Scholar,
eLIBRARY.RU u npyrux 3meKTpoHHBIX 0a3 JaHHBIX.

O030p METOAMK B HCCIEIOBAHUSAX, IMOCBSIIECHHBIX M3YUYEHHUIO CBSI3HM MEXIY
JCT u BOC:

1. PerpocniekTHUBHBIE UCCIIEIOBAHNS: PETPOCIEKTUBHBIA aHAIN3 MEIULIMHCKUX
KapT nenuaTpuyeckux rpynn ¢ guarHozoMm JICT u cumnTomamu OpoHXHaIbHOU
OOCTpYKLIMHU, KOTOpBIE M3ydajdu AeMorpaduueckue AaHHbIE, UCTOPUM OOJIE3HH,
pe3ysbTaThl OpOHXOCKONHHU (HAampUMep, NPU3HAKU TPaxeoOpOHXOMAJSLUU WIH
JIMCKUHE3WH), pe3yJbTaThl  BU3yalu3aluu  (KOMITBIOTEpHAst — ToMorpadusi),
PE3YNbTATHI TPAJULUMOHHOTO JIEYEHUS] B CPABHEHHUH C MHAUBHUIYaIbHBIM ITOJIXO0I0M.

2. IIpocnieKTUBHBIE KOTOPTHBIE HccaeaoBanus: Ha0moaenus teuenus bOC B
rpynne nerer ¢ ACT ¢ npumenenrem yeTkux auarnocruaeckux kpurepues [ICT, B
KOTOPBIX TPOBOJWINCH OLIEHKHM CUMIOTOMOB OpPOHXOOOCTPYKIIMH, pPETyJIspHbIE
¢usuKanbHple 00cienoBaHus (MEPKYCCHUsl, ayCKYJIbTalUsl), PEHTI€HOJIOTUYECKUE
UCCIIeIOBaHMsl, (DyHKUIMOHAJIbHBIE JIETOYHbIE TECTbl (CHUPOMETpUs), a TaKxKe
($ubpoOPOHXOCKONNHU AJis HAOJIOICHUS 33 KOJIJIAIICOM JbIXaTeNbHBIX MyTEH.

O0630p nuTEpaTyphl oKa3ai, 4To koimuuectBo ucciaeaoanuii JICT y nereii 3a
MOCJIEAHUE TOABI 3HAYNUTEIIBHO BO3pPOCIO, HO HECMOTpPS Ha MCCIENOBaHUsA
IF€HEeTUYECKUX NPHYMH HACJEICTBEHHbIX HAPYLWIEHUN COCAUHUTENBHOW TKaHHU,
3HAYUTEIBHBIX YIYYIICHUH B JUArHOCTUKE, MPO(MUIAKTUKE U JICUCHHH MOKa He
JOCTUTHYTO.

B 1o xe Bpemsi ObLJIO BBISBICHO, YTO B Y30€KHMCTaHE HAOIIOAACTCs Majioe
KOJIMYECTBO HAYYHBIX HCCIIECIOBAHUN M MyOJIUKAIMA 10 OPOHXOOOCTPYKTUBHOMY
CUHAPOMY IMpH JUCIJIA3UM COCIMHUTENbHOM TKaHu y nerei. CyuliecTByroume
UCCJICOBAHUSI B OCHOBHOM OCHOBaHbl Ha KIMHMYECKUX HAOMIOACHMSX, a
KOMILJICKCHBIC ~ JMUJAEMUOJIOTHYECKHE U (YHJAAMEHTAJIbHBIE  HCCIEAOBaHUS
OTCYTCTBYIOT.

Pe3yabTarsl 1 00CyKACHHE.

B Hactosimiee Bpems o JCT nOpuHSATO CcUMTaTh Kak O IEIOM CHEKTpE
CUCTEMHBIX HapYyIIEHUI, BOZHUKAIOIIMX KaK B pE3yJIbTaTe T€HETHUYECKUX MyTaluH,
TaK Y MOJI BIUSIHUEM OKpYy»Karoien cpeasl. B ocnoBe [ICT nexar anomanuu BKM,

B IICPBYIO OYCPCAb KOJUIACHOBBLIX M J3JIACTHMHOBBIX BOJIOKOH, YTO HApyHmiacT
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LEJTOCTHOCTh M 3JAaCTUYHOCTh COCIMHUTENBHBIX TKAHEN B PA3JIMYHBIX OpPraHax W
CUCTEMAaX. DTH MOJIEKYJIIPHBIE MEXAHU3MBbI MPEAPACIONATAIOT JIOAEH K LEIOMY
PNy KIMHUYECKUX MPOSBJICHUMN: OT CYCTaBHOM TMIEPMOOMIBHOCTH U CKEJIETHBIX
nedopMaIiii 1o COCYyIUCTBIX ¥ BUCIICpATbHBIX aHoManmi [11].

Opnnako, OTCYTCTBUE YeTKUX auarHoctuyeckux kputepueB ICT npuBoaut k
TOMY, UTO TaKU€ HAPYIICHUS BBISBIISIIOTCS HE Y BCEX 00CIIEIOBAHHBIX, YTO CBSA3AHO
C HEJOCTATOYHOW HMH(POPMUPOBAHHOCTHIO, TEPMHUHOJIOTUYECKOW IMyTaHUIIEH U
OTCYTCTBHEM €JIMHBIX PEeKOMEH/IaIMil B JaHHOM oOmactu [1].

[To coBpemennoir knaccudukamuu JICT, BriIodaromer B cebds Kak
TeHETHYECKHUE, TaK U (EHOTUMHUYECKUE aCTIEKThI, BBIICTSIOT CIEAYIOIIUE TUTIBI:

1. CunapomManpHas: 4eTKO IU(PEepeHIMpPOBaHHBIE CHHIIPOMBI, TaKue Kak
cunapom Mapdana, cunapom Onepca-/lannoca, cunapom Jloeca-/{utna,
HECOBEPIICHHBINA ocTeoreHne3 u Ap. OHU, KaKk MIPaBUIIO, BRI3LIBAIOTCS MYTAIUSIMU B
reHax, KOJUPYIONIUX CTPYKTYPHBIE OCIKU, TAKUE KaK KOJIJIAr€H U AJIACTHH.

2. HecunapomainbHasi: TeTEpOT€HHAas TpyIMma JIUCIIIa3Uid, SBIISIOMIUXCS
CJIEICTBUEM COYETaHWs TE€HETUYECKON TMPEAPACIONOKEHHOCTH U (DaKTOpOB
BHEIIHEN cpeapl. IlpuMepamm SBISIIOTCS IPOJIANIC MHUTPAJIBHOIO KJIAllaHa,
TUIEPMOOMIBHOCTD CYCTaBOB, CKOJIMO3, INTIOCKOCTOIKE, TUTIEPATIACTUYHOCTD KOXKH,
MUOIIHS U JIP.

3. CMemanHas: Tpymnma CUCTEMHBIX ayTOMMMYHHBIX 3a00JIEBaHMM, TAKUX KakK
CHUCTEMHasi KpacHasi BOJIYaHKa, CKJIEPOJAEPMHUS, MOJUMHUO3UT, XapaKTePU3YIOITUXCS
HaJIMYreM B KpoBU aHTU-Ul prOOHYKIICONMPOTENHOBBIX aHTHTEN [5,9].

BapuaGenpHocTh BhIsiBIIeHUs pacnpoctpaneHHocTd JICT Bo MHOTOM 3aBUCHUT
OT HCIOJIb3YEMBIX METOJOB JUATHOCTUKUA U KPUTEPUEB KIacCHU(PUKAIINK, a TaKXKe
rpymnmsl uccienyemon mnomyssiuuu [4,8]. Ecnu paccMaTpuBaTh MHHHUMAJBHBIC
(hEeHOTUNMMYECKUE MPU3HAKU, TO 1O OJIHUM HCCJICAOBAHUSIM OHU MOTYT OBITh
oOHapyxeHbl pumepHo Y 10-30% ompeaeneHHOM NOMmyIsKH, a COTIaCHO YacToTa
MOKeT OBITh 3HaunTENBHO BhIIe (30-70%) [10,13].

Metoapl BU3yanu3aluy BbICOKOTO Pa3peIlIeHUs, B YaCTHOCTH KOMITbIOTEpHAs
tomorpadus (KT), 00ycnoBui 3HaYUTENBHBINA MPOTPECC B OLIEHKE ITHX MAIIMEHTOB
kinHunucTamu U paauwonoramu. KT Temeps oOecrieunBaeT OecmperieIeHTHBIN
YPOBEHb JE€Talu3allii, MO03BOJISIS BBISBIATH @K€ HE3HAYUTEIbHBIE aHOMAaJuu
JIbIXaTeNIbHBIX MyTeM U obecrneunBas OOraryr0o pPEHTICHOJIOTHYECKYIO U

MMaTOJIOTHYCCKYIO KOPPCIIALUIO. Takass TOYHOCTb HE TOJILKO IIOMOIacT B paHHeﬁ
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JMAarHOCTUKE, HO U CIOCOOCTBYET WMHIMBUIYATILHOMY MOJXOJY K JICUEHHIO, YTO
OCOOEHHO BaXKHO [IJISl MAIIMEHTOB JETCKOTO BO3pacTa, y KOTOPBIX MOXET OBITh
JUTUTENIbHOE TeueHue 3abosieBaHusi. BmecTe ¢ pa3BUBAIOIIMMHUCS T€HETUYECKUMHU
VCCJIEIOBAHUSIMU COBPEMEHHAs] BHU3YyaJM3allUsl NOJYEPKUBAET KIIOYEBYIO POJIb
CTPYKTYPHOU LEJIOCTHOCTU OPOHXOB, Naxke ecnu reHetudeckue ocHoBbl JICT eme
HE MMOJIHOCTBIO PacKphITHI [12].

B nociienHue HECKOIJIBKO JIET BCE OOJBIIE UCCIEA0BAHMI MOCBAIIEHO CI0KHON
B3aMMOCBSI3M MEXIy auciiiazuen coequuutenbHoi Tkanu (ICT) u 6ponxuanibHON
obcTpykmuel y aereil. B ogHOM M3 mcciaenoBaHuN olleHHMBaach rpymnmna u3 380
neTe ¢ OpOHXOOOCTPYKTUBHBIM CHUHAPOMOM, MPOXOJMBIIUE JICYEHUE B MEPHUO] C
2019 no 2022 rox. CornacHo 3ToMy ucciaegoBanuto, Aetu ¢ JICT gacto numenn
OTSTOLICHHBIA aHaMHE3 (peuuAUBUPYIOIIHE OpPOHXUTHI, MHEBMOHHH), a TaKkKe
CTPYKTYpHbIC aHOMQJIMA B OpOHXOJIETOYHOH cucTeMe (TpaxeoOpoHXHaIbHAs
JTUCKUHE3HsI, TPaxeoOpOHXOMAJIUs, TpaxeoOpoHxomeranus). B pesynbrate
CTaHJapTHBIE METO/IbI BU3yaIH3allnu (0030pHast peHTreHorpadus) U KJIacCUuYecKue
TEpareBTUYECKHE IMOAXOJbl HWHOTAA OKa3bIBAJIHNCh HEAOCTATOYHBIMH. B Takux
cily4asix TpeOOBaIMCH TMEPEJOBBIE METOABl JUATHOCTUKH  (KOMIBbIOTEpHAs
ToMoTrpadusi) 1 HHBa3MBHbBIE MeTo Il (hrOpodbporxOCcKOomus) [7].

Knuaudeckue wucciaenaoBanus naeteil ¢ OponxuanbHo actmoii (BA) wu
accouunpoBanHod JICT mnoka3anu BBICOKYIO 4YacTOTy aTUIUYHBIX WM OoJiee
TSOKEJIBIX CUMIITOMOB, T[J€ TakXkKe IMOJAYEPKUBACTCS HEOOXOIMMOCTh IOUCKA
(EeHOTUNTMYECKUX MapKepOB, IOCKOJbKY OHM MOTYT TOBJIUSATH Ha OOIIyIO
CTpPaTEruio BEJICHUS TaKUX MAlMEHTOB. XOTsS MHTAIALIMOHHBIE KOPTUKOCTEPOUIBI,
M-xonrHOOI0KUpYIOIIHKE, B-ampeneprudeckue OpOHXOIUIISTATOPHI u
AHTUJIEHKOTPUEHOBBIE CPEACTBA COCTABIISIIOT OCHOBY TPaJAUIIMOHHON Tepanuu BA,
HAaMETHUBILKECS TEHJICHLIUU TOBOPAT B MOJB3Y 00Jiee MHAMBUYAIBHOIO MOJIX0/a,
HampaBieHHoro Ha aucperyisiudio BKM, Ttakue kak aHTHdUOpOTHUYECKHE
npenaparbl (mupPeHuA0H, HUHTeAaHuO). B HacTosmiee Bpems uU3ydaroTcs
WHTHOUTOPHI CUTHAM3AIMY TpaHcpopMupyrotiero dakropa pocta-oeta (TGF-f) —
LEHTPaJbHOIO IyTU KaK B PEMOJEIUPOBaHUH, CBA3aHHOM Kak ¢ bA, Ttak u JICT B
resiom [15].

BriBoabl: MccinenoBanust 0 BIUSHUY JUCILUIA3UUA COCIUHUTEIHLHON TKAHU Ha
CTaOMJIBHOCTh KapKaca JbIXaTeJIbHbIX MyTeH H3MEHWIM TMOJXOJbl K JICUEHHIO

OpOHXOOOCTPYKTMBHOIO CHHJpPOMa y TaKuX TMauuMeHToB. Bce Ooibliiee
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pacnpocTpaHeHue MOoIy4yaeT MHEHHE 0 HEOOXOAMMOCTH MYJIbTUIMCIUIIITUHAPHOTO
M0/IX0/1a, OOBEAUHSIONIET0 ACTCKYIO MYJIbMOHOJIOTHIO, PAJAHOJIOTHIO U TEHETUKY,
4YTOOBI BBIPAOOTaTh KOMIUIEKCHYIO TEPANeBTUYECKYIO CTPATErHI0, HAMPABICHHYIO
KaKk Ha PECIUPATOPHBIC, TAK U JPYTM€ CUCTEMHBIE MPOSIBICHUA AHUCIUIA3uu. B
MEPCIIEKTUBE HHTETPUPOBAHHBIA JIUATHOCTUYECKUN TMOJX0J], OOBEIUHSIOMNNA
NEPENOBYIO BU3YAJIU3ALMIO U TEHETUYECKOE TECTUPOBAHUE MOXKET yriyOUTh Halle
MOHMMAHUE O CHUHAPOME OpOHXHANbHOM OOCTPYKIMU TIpU  JAUCIUIA3UU
COEIMHUTENTHHOM TKaHu. HeoOXoaumbl JaibHEHIIINE UCCIIEI0BAHUS MOJICKYISIPHBIX
MEXAHU3MOB Pa3BUTHS AUCIUIA3UHM, KOTOPBIE MOTYT IPUBECTU K IOSIBJICHUIO HOBBIX
METO/IOB JICUECHUS1, HAIIPABJICHHBIX HEMOCPEACTBEHHO HA CTPYKTYPHBIE HAPYLICHUS.
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