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Omnpenenenne

I'uctuonmros u3 kierok Jlanrepranca (I'KJI) — rereporennas rpymnmna 3a0oieBaHui,
XapaKTEepU3YIOIINUXCS HAKOIUIEHHEM KJIETOK JlaHrepraHnca B pa3JInyHbIX OpraHax

U TKaHsX ¢ popMHUpOBaHHEM IPaHyNIEM C Y03MHO(DUIBEHON HHDUIBTpaLIKEH.

I'KJI otHOCHTCS K rucTHOnMTAapHBIM Oose3HsM. [o knaccupukanuu ['ucrnonurapuoro oduiecTa
1997 r., ructuoruTapHble 3a00JI€BaHUS ACIATCS Ha 3 TPYIIIIBL:

1-1 rpynna — I'KJL;

2-5 TpyIIa — HeIAaHT€PraHCOKIETOYHBINA THCTUOIMTO3, THCTUOIUTO3 U3 MOHOHYKJICAPHBIX
¢arouToB — 601e3Hs Ipareiima—Yecrepa, 6one3ns Pozan—/lopdmana;

3-1 TpyIa — 3J10Ka4YeCTBEHHbIE THCTUOIUTAPHBIE 3a00JIEBaHUS.

I'uctuonuTos X sBnseTcs cOOMpaTeIbHBIM TEPMUHOM (TUCTHOLUTO3 HEM3BECTHOU MPUPO/IBI) U OBLIT
npeuiokeH B 1953 r. anst 0o603HaueHHs Tpex 3a00JeBaHUN, MMEIOIUX CXOIHYIO0 KIMHUYECKYIO
KapTUHY U TaTOMOP(}OIOrHUECcKOe OMKUCAHUE 0YaroB MOpaKeHUsI — Mpoaudepalnio TuCTHOLUTOB
B KOCTSIX, KOX€, CJIM3UCTBIX 000JI0UKAX U BHYTPEHHUX OpraHax.

[Ton Ha3BaHMEM «THUCTUOLMTO3 X» 0OBEIUHSIOT TPU KIMHUYECKUE PA3HOBUIHOCTH 3TOTO
CUCTeMHOTO 3a0oJieBanus: 0one3nb Xenaa — lllromnepa — Kpucuena, 6osie3ns Jlerrepepa —
Cuse u 60ne3ub TapaTeiHOBa (303MHOGMIBHAS IpaHylieMa KOCTe). OTu 3a0oaeBaHus OyCIOBICHBI
nponudepanreil B pa3nuyHbIX TKaHIX A} QepeHInpOBaHHBIX KIETOK CHCTEMbI MOHOIIUTAPHBIX
(barouToOB, U3BECTHBIX MMOJl HA3BAHUEM «THCTHOIMTHD (KIeTKH X), U3 KOTOPBIX 00pa3yroTcs
rpaHyJIeMbl, COJepKAIIUe B IUTOIIa3Me Y03MHOPIIIbHBIC KCAHTOMHBIE BKITIOUeHHs. BykBa «X»
yKa3bIBaeT Ha HEM3BECTHYIO ATHOJIOTHIO 3a0oeBanus. B aToii rpyrie 3aboneBaHuit
503MHOQMIIbHAS TpaHyeMa — HanboJiee JOOPOKAYeCTBEHHOE, N30JIMPOBAHHOE TIOPAKEHHE
KOCTHOM TKaHHU, HO BCTPEUAETCs pexe reHepaaTn30BaHHbIX (hOPM, KOTOPbIE, 0 HEKOTOPHIM
JTaHHBIM, COCTABIISIFOT OT 17 10 34% Bcex 3aperucTpupOBaHHBIX CIIyYaeB TUCTHONNTO3a X.
XpOHUYECKUH TUCCEMUHUPOBaHHBIN ructuonuro3 X (6one3np Xsuna — romiepa — Kpucuena)
Y OCTPBIN JUCCEMUHUPOBAHHBIN rucTrouTo3 X (6ose3ub Jlerrepepa — CuBe) XapakTepu3yrTCs
OOIIMPHBIM BOBJIECYEHHEM B MATOJOTHYECKUI MPOLIECC HE TOJIBKO CKEJIETa, HO U JPYTUX OPraHOB.
OrmucaHbl Citydau, sIBJISIONIECs Kak Obl MepexoIHbIMU (hopMaMu yKa3aHHBIX 3a00JIeBaHUM, HE
MOJIIAI0IIMECS TOYHON KIIaCCU(PHUKAIIUH.

INNAeMHOJIOTUS

JlaHrepraHcokIeTOYHbIN THCTHOLUTO3 — pesikoe 3a0oneBanue. [IpuBoIAT aHHBIE O €ro
pacripoctpanernoctd, pasroit 0,27 : 100 000 nacenenns. XapakTepHbIid BO3PACT B3POCIBIX
narueHToB ¢ JIKI" — 2040 ner. Jlo HenaBHero BpeMeHu cuutanock, uro JIKI™ 6onerot
MPEUMYIIECTBEHHO MOJIOJIbI€ MY>KUMHBI, OTHAKO B IMyOIMKAIMAX [TOCIEHUX JIET MPUBOJIAT JaHHbBIE
00 OJIMHAKOBOM YacTOTe BCTPEUAEMOCTH 3a00JIeBaHUS Cpellu MpeacTaBuTeNei 000ero momna.
I'uctuonurapusie rpanyneMsl U KUcThI pu JIKT y B3pocibIx MOTYT 00pa30BbIBATHCS B INIOCKUX
KOCTSIX, KOXe, MATKHX TKaHAX, 3aJiHel noie runodusa. [TopaxkeHne JIerkux yarie BCero
BcTpevaercs y nauueHToB ¢ JIKT, u B To e Bpems JIKI — ennHCTBEHHBIN TUCTHOLMTO3, IPU
KOTOPOM BO3MOYHO N30JIMPOBAaHHOE NOPAKEHHE JIETKHX.

ITHOJIOTHA M NIATOTeHe3

PsiioM aBTOpOB MPUHATO CUUTATh, YTO TUCTUOLNUTO3 X MPECTABISAET OO0 aHOMANIbHBIH
MMMYHHBIN OTBET HAa HEM3BECTHBIN ATHOJIOTHYECKHU cTUMYI. B ocHOBe ructuonurosa X JeKuT
nponrdepanus 1 MOBpexkIeHNE OPraHOB M TKaHEeH KJIeTKaMH, UMEIOIIUMHU (PEHOTHITNYECKHE
MapKepsl AMUAEpPMaNIbHBIX Ki1eToK JlaHrepranca. B HacTosiee BpemMsi THCTUOLMTO3 X CUMTAIOT
OIyXOJIbI0 U3 KiIeToK Jlanrepranca. Hanbonee oOienpunsTas Teopus 3a001eBaHus OATBEPHKIACT,
410 KJIeTKU JlaHrepranca Ha paHHHMX CTaJusIX cBoel An(p(epeHIUPOBKY OBPEKAAIOTCSA U



NpUOOPETAIOT CBOWCTBA AKKYMYJISIIUH B (PU3HOIOTUYECKUX M aTUITMYHBIX MECTaX, I7IE,
IPOAYLMPYS HUTOKHUHBI (MHTEpIEHKUH-4 1 (paKTOp HEKpO3a OIyXO0Jel) U POoCTarjlaHAuHBI,
BBI3BIBAIOT JIOKAJIbHBIE TOBpekaeHUA. [Iponudeparus kinerok Jlanrepranca HaOmonaeTcs B KOXe,
CIIM3UCTBIX 000JIOUKAX, KOCTSIX, JIETKHUX, IEYEHU U JPYTUX OpraHax.

JlanreprancokIeTOYHbIN THCTUOIIMTO3 OTHOCAT K TaK Ha3bIBaeMbIM 3a00JI€BaHUSAM, O0YCIIOBIICH-
HbeIM KypeHueMm (Smoking-related diseases). YoenutenbHbIMU aprymMeHTamMu B 1oJib3y cBsizu JIKI ¢
KypEHHUEM CITy)KaT CTATUCTUYECKUE JTaHHBIE O TOM, 4To cpenu 6onbHBIX JIKT 6osee 90% sBasitoTcst
KYpWIBIIUKAMU; U3y4YEHBI KJICTOYHBIE U MOJICKYJISIPHBIE MEXaHU3MbI aKTUBAIIMA MaKpo(haroB
HUKOTHHOM U JAPYTUMHU KOMIIOHEHTaMu TabayHOro AbpiMa. B pe3ysnbTare n3yueHus Bcex JaHHbBIX O
ponu kypenus B reHese JIKI' Bo3HUKaeT pe30HHbIN BOIPOC: €CJIM HHTEHCUBHOE KYPEHUE — TIIaBHAS
npuunHapazButus JIKD', To mouemy nmpu MaccoBOM pacipOCTpaHEHUU KypeHHus B 00OIIECTBE 3TO
3a0oJeBaHue TaK peiKo BeTpedaeTcs? Hanbosee BepOSTHBI MOKHO CUATATH MPEIIOJI0KEHHUE, YTO
BpEIHOE BO3/ICHCTBHUE KypeHHsl peannsyeTcs nponudepanueii kietok Jlanrepranca y Juil ¢ peakoi
TEHETHYECKH 00YCIIOBICHHOM MPEIPaCION0KEHHOCTHIO K OJ00HOH Tposudepauu (B OTIHYHE OT
0oJ1ee yacTol MPeapacloNOKEHHOCTH PU XPOHHUUYECKON OOCTPYKTUBHOM 0OJIE3HH JIETKHX ).
MHOrokpaTHO OKa3aHo, YTO OTKa3 OT KypeHus crnocodcTByeT OnaronpustHoMy tedenuto JIKI. B
TO K€ BpeMsl pe3yNbTaThl MPOCIEKTUBHOTO UCCIEI0BAHUS, KOTOPOE BKIIIOYANIO 7/ MAllMEHTOB C
JIKT', HabnroraBIIMXcsl Ha MPOTSHKEHUH 9 JIET B KIIMHUKAX | epMaHUH, CBUAETENHFTBYIOT O TOM, YTO
0TKa3 OT KypEHHUS He BJIMUI HA TeUeHUE 3a00IeBaHus.

B oTaunume oT 1erouHoro anbBeoJIIPHOrO MPOTENHO3a, SKcepuMeHTanbHoi Mojenu I'KJT nerkux
HE CymIecTByeT. JleHIpUTHBIC KJICTKH Pa3BUBAIOTCA B KOCHOM MO3T€ U MUTPHUPYIOT B TKAHU —
JepMy, TAPEHXUMY JIETKOTO, TJI€ OHH MOTJIOIIAI0T aHTUT'€HBbI, TOCTYNAIOLINE B TKAHH U3

BHEIIIHEH CpeJibl, MyTeM MaKpOIIMHOIIMTO3a U YHJIONMTO3a, OTIOCPEOBAHHOTO perentopamu. B
OTCYTCTBHE JIOMOJHUTEIbHBIX CTUMYJIOB JIEHAPUTHBIE KJIETKU OOJIbIIE yYaCTBYIOT B pEaKIHsIX
MMMYHHOHU TOJIEPAaHTHOCTH, Y€M B HHUIMAIIMYA KIMMYHHOTO OTBeTa. [IpoBocnannTenbHbIe
IIUTOKHHBI, TATOT€HbI U (PparMeHTHl MOJIEKYII, BBIICISIONIMXCS TIPU MOBPEXKACHUU TKaHU
(HamrpuMmep, numononucaxapu, BupycHas PHK wmu sHnorenHbsie 6eKy HEKPOTH3HPOBAHHBIX
KJIETOK) CBSI3bIBAIOTCS C PELIENITOPAaMU y3HABAHUS Ha MOBEPXHOCTH JCHIPUTHBIX KJIETOK U
BBI3BIBAIOT X aKTHUBAIMIO. JTO 3aITyCKAET MPOIIECC CO3PEBAHUS ACHPUTHBIX KIIETOK, KOTOpPbIE
CTAHOBSITCS MOJIBUKHBI, HA UX TIOBEPXHOCTH MOBBIIIAETCS SKCIPECCUS MOJIEKYII TJIaBHOT'O
komiuiecka rucrocoBmectumoctd |l tuma (MHC 1) 1 Mosniekyi, ClioCOOHBIX CTUMYIHPOBATH
akTuBanuio T-kierok, Takux kak CD40, CD80 u CD86. AktuBupoBaHHbIE ACHIPUTHBIE

KJIETKH MUTPUPYIOT B PETHOHAIBHBIE TUM(aTHIECKUE Y3TIbl, TJe OHH MPE3CHTUPYIOT aHTUTEHHBIE
NEeNTU/BI T-KJIeTKaM, CBA3bIBAsICh CO CHEIM(PUUECKUMHU T -pelienTopaMy, BbI3bIBAsi aKTHBALIUIO T -
keTok. Takum 00pa3oM, IEHIPUTHBIC KIETKH SBIISIOTCSI BAXXHBIM CBSI3YIOIIUM 3BEHOM MEKIY
BPOXJIEHHBIM M IPHOOPETEHHBIM UMMYHHBIM OTBETOM.

JIeHOpUTHBIE KIETKU JACTSITCSA Ha 2 TPYIIBI: MHEJIOUIHBIE U TUIa3MallUTONIHbIe. MUeTIOnIHbIe
JCHIPUTHBIE KIETKU AU epeHInpyoTCs U3 MUEIONIHOTO MPEIIIECTBEHHUKA B KOCTHOM MO3Te
0JT BO3/ICHCTBHEM TPaHYJIOIMTAPHO3-MaKpO(pararbHOTO KOJOHUECTUMYITHPYIOMETO (pakTopa
(GM-CSF) u daxropa Hekposa omyxosu-o (TNF-o)) nnm untepneiikuna-4 (1L-4).
[Tra3mManuTonIHBIE TEHIPUTHBIEC KIETKH Pa3BUBAIOTCS B KOCTHOM MO3T€ IT0]T BIUSHUEM
crienn(puIeckoro GpakTopa pocTa MUKPOOKPY>KEHHUSI, KOTOPBIN HE 1O KOHIIA

nzydeH. Knetku Jlanrepranca — moaTHIT JEHIPUTHBIX KIIETOK, KOTOPBIE Pa3BUBAIOTCS MIPH YUACTHH
Tpancopmupyromiero paxropa pocra-p (TGF-f) u npenMyiecTBEHHO JOKAINU3YIOTCS B
AMUTETUATBHBIX TKAHIX — SMMHUICPMHUCE U CITM3UCTON 000JI0UKE TPaxeoOpOHXEaTbHOTO

nepeBa. B 3110poBoii Jlerounoil Tkanu KieTku JlaHrepranca peiko BCTPEUyaroTCsl B MEJIKUX OpOoHXax
Y MHTEPCTULMH aIbBEOJI, HO MX YHCIIO BO3PACTaeT PU KYPEHUH, Y MMALIUEHTOB C XPOHUUYECKON
OOCTPYKTHUBHOM 0OJIE3HBIO JIETKHX, IPH MHTEPCTHUIMATIBHBIX OOJNIE3HSX JIETKHX U IPH paKe JIETKOTO.
IToxa3aHo, YTO KJIETKH OPOHXHUOJISPHOTO AMUTENNS U3 NOPAKEHHBIX THCTHOLUTO30M



ydacTkoB cexkperupoBanu 0onbiie GM-CSF, uem kineTku, B34ThIe y TEX K€ MAI[UCHTOB U3
WHTAKTHBIX y4acTKoB. CuHMTaeTcs, 4To aonosHuTenbHble hakTopbl —IL-4 1 TNF-0 — Taxke
YCUJIMBAIOT MUTPAIIHIO, PO epannio U BBDKMBAEMOCTh KJIeTOK JlaHTrepraHca.

OO6b1yHO KJIeTKH JIaHrepranca npu akTUBAIUM MUTPUPYIOT B pErHOHAPHbIE JINM(ATUYECKUE Y3IIbI.
[Touemy OHUM OCTArOTCS B TKAHH JIETKOT'O HEU3BECTHO. BO3MOXKHO, IPH THCTHOLUTO3€ HAPYILACTCS
CHOCOOHOCTH 3THUX KJIETOK K MUTPALIUU.

OcTaeTcst OTKPBITBIM BOIIPOC, SIBISIOTCS JIM TPAaHyJIEMbI IIPH TUCTHOIIMUTO3€ PE3yIbTaTOM
YCHJIGHHOTO JieJIeHHsl KJIeToK JIanrepranca uiy HapyleHHOro MeXaHu3Ma KJIeTOYHOM rudesu.
Knerku Jlanrepranca Bo BHEJIETOYHBIX OYarax rHCTHOLMTO3a OKPALIMBAIOTCS MapKEpPOM
KkieTouHo# nposndeparmu Kib7, oqHako B IETOYHBIX 0Yarax YpOBEHb KJIETOYHOTO JACTICHUS
JIOBOJILHO HU3KHIA, CXOJTHBIN C YPOBHEM JAETCHHUS OpOHXUAIBHOTO snuTenus. CUuTaeTcs, 4ro
kJeTku Jlanrepranca npu ruCTUOLMTO3€ JIETKUX PE3UCTEHTHBI K allONTO3Y U UMEIOT
MOJIMKJIOHAIEHOE TIPOMCXO0XKICHHUE, UTO SIBIISICTCSI apTyMEHTOM IIPOTHB UX OITYXOJIEBOM MPHPOIBL.
Hakomnenue knerok Jlanrepranca nmpu Ipyrux 3a00J€BaHUSIX, HATPUMEpP MPU XPOHHUUECKOH
OOCTPYKTHBHO# 0OJIE3HU JIETKHUX, HE BBI3BIBACT MIPSIMOTO IMOBPEKICHUS JIETOYHOW TKAaHU, a
SBIIIETCS. PEAaKTUBHBIM ITporieccoM. HanmpoTus, rpanysiemMsl IpU TUCTHOIUTO3€E CBSI3aHBI C
BBIPQ)XEHHOM JIOKATBHOM OpOHXOLIEHTPUIECKOH IeCTpyKIKel TKaHu. BaxkHo, 4TO B rpanyiemMax
uMeeTcs 3HaunTeabHoe yrciio CD4+ T-kneTok, HaXOQAIIMXCSl B KOHTAKTE C KJIETKaMU
Jlanrepranca, KOTOpPBIE IKCIPECCUPYIOT KOCTUMYITUPYIOIINE MOJIEKYIIHI.
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Kiannunyeckasi kapTuHa

Cumnromamu I'KJI nerkux siBIstOTCS HENPOAYKTUBHBIN KalEIb U OJbIIIKA. DTH CUMIITOMBI
HecTeun(UIHbBI 1 MOTYT BOCIIPUHUMATHCA MAIIMEHTaMH Kak ciencTBue Kypenus. Muoraa ['KJI
JIETKUX Te€4eT OECCUMIITOMHO M OOHapyKHUBAETCsl JIUILb IIPU PEHTreHorpaduu OpraHoB IpyIHON
kjeTkd. OgHUM 13 rpo3HbIX ocnokHeHni ['KJI nerkux sBisercst peuanBUpYOINUNA CIOHTaHHBIN
ITHEBMOTOPAKC, IIPY KOTOPOM HAOJII0JIaeTCs BHE3AITHO HauMHAKOIascs 00Jb B 00J1aCTH IpyIHON
KJIETKH WIHA BHE3AITHOE YCUJICHHUE OABIIIKU. B TO e BpeMs ciielyeT IOMHUTb, YTO y ITALIUEHTOB C
TMCTUOLIUTO30M 00JIM B IPYAHOM KJIETKE MOTYT OBITh TAK)K€ CBSI3aHBbI C IOPAXKEHUEM pedep.
KpoBoxapkanbse oTHOCHTCA K penkuM npossieHusm I'KJI; npexxne yem paccMaTpuBarh €ro

kak nposisiaeHue I'KJI, Heo6X0aUMO HCKITIOUUTE BCE APYTrUe BO3MOXKHBIE TPUUYHMHBL. [Ipyrumu
peakumu nposiineHussMu 1'KJI sBistiroTest 1Mxopagka 1 CHUKEHUE MacChl Tea.

ITpu anutensHoM Teuenun ['KJI sierkux y yactu 00JbHBIX BO3HUKAET JIETOYHAs apTepHaIbHast
runeprensus (JIAI). Kak npaBuio, oHa umeet Ooliee TspKENoe TedeHue, 1o cpaBHeHuto ¢ JIAI npu
Apyrux AU @y3HbIX HHTEPCTULHAIBHBIX 3a00JI€BaHUAX JIETKHUX, YTO CBS3aHO

C IIPSIMBIM BOBJICUEHHUEM APTEPHUOJI U BEHYIJI B IATOJIOTUYECKHM MPOLECC.

st 6os1e3uu Xenna — Illounepa — Kpucuena xapaktepHbl 0OHapyKUBaeMble
PEHIeHOIOIMYeCKH JeeKThl KOCTEH, 0COOEHHO uepena (JIIOKH, B BUjie reorpapuueckoi KapThl), a
TaKKe Apyrux (rpyAuHa, HO3BOHKH, Ta3) BCIEACTBUE IPaHyIEMAaTO3HOTO pa3pacTaHus U pe3opOLuu
KOCTeH, BbinajieHue 3yooB. K ¢akyabTaTUBHBIM IpU3HAKaM OOJIE3HU OTHOCATCS 3K30(TanbM (dare
OJTHOCTOPOHHMI) KaK pe3yJIbTaT I'PaHyJIeMaTO3HOTO Pa3pacTaHus B peTpoOyIb0apHOM CTEHKE
OpOUTHI, HecaxapHbIil 1UabeT 1 MHOrooOpa3Hble U3MEHEHUS KOXKU (MeJKoanyse3Has SK3aHTemMa
Ha I0JIOBE U TYJIOBHILE; IOIYKPYIJIbIE IUIOCKUE IUIOTHBIE Y3€JIKH C HIETYIIEHUEM BEITUYUHON C
OyJ1IaBOUHYIO I'OJIOBKY, pacloaratoluecs: CHMMETPUYHO; MEJIKOMATHUCTAs MypILypa, a B HO3/1HEH
cTaauu 0O0JIe3HU — KCAHTENa3Mbl U KCAHTOMBI; B KPYITHBIX CKJIaJIKaX BCTPEUYAIOTCS y3JI0BaThle
3JIEMEHTHI ¢ U3bSA3BICHUEM); TUCTpO(HUUECKre N3MEHEHHS HOTTeH B BUJE OHUXOJIM3HCA,
MIOJIHOTTEBOI'0 TUIIEPKEPaTO3a U HA0YXaHUs ¢ MEJIKUMU MYCTYyJaMH WK MypIypoH 1Mo HOI'TEBBIMU
iacTuHKamu. [lopaskeHre HOrTel cuuTaeTcs OJJTHUM U3 Haubosiee HeOIaronpusTHBIX
MIPOrHOCTUYECKUX MPU3HAKOB THCTUOIMTO3A. [lepBble mpru3HaKu 001€3HU MOSABISIOTCS B JJETCKOM
BO3pacTe, yaiie oT 2 10 6 jeT. Y B3pOCIibIX O0JIBHBIX KIMHUYECKas KapTUHa pa3BepHyTas. [lonHas
JMarHOCTHYEeCKas TpHaJia MPU3HAKOB (OCTeoNUTHYECKUE 1e(PEKTh KOCTEH ueperna, 3k30(TanbM U
HecaxapHbIi AMa0eT) BCTPEUaroT OTHOCUTENBHO peaKo. [TopakeHne KocTel 0TMe4atoT IPUMEPHO Y
80% manmenTos, nnadetr — y 50% u sx30dransm — y 10%. Kpome kocreili ueperna, B mporecc
MOTYT BOBJIEKaThCsl peOpa, JJONaTKH, KOCTH Ta3a. DK30()TarbM BbI3BaH HH(UIbTpaLUel KocTeil
OpOUTHI, HECaxapHbIil 1MabeT — MopaXeHUEeM runorajgamyca. Y TPeTH MalliueHTOB MOPAKAIOTCS
JIeTKHE, BO3MOXKHO pa3BUTHE renarociuieHoMeranuu. [lopaxeHnne Koku HaOI0Jal0T IPUMEPHO B
30% cirygaeB, MOTYT MOPaXXaThCs CIIM3UCTHIE 00OIOYKH POTOBOH MOIOCTH M IPOMEKHOCTH.
Boaesns Jlerrepepa — CuBe HaOr01aeTCs y IeTel paHHEro Bo3pacTa (10 3-X JIeT), yarie 601eroT
MaJIbUMKH, MPOTEKAET C YBEJIMUYECHUEM NI€UEHHU, CEJIE3eHKH, TUM(AaTUIECKUX Y3II0B,
9K3EMAaTOMAHBIMU U3MEHEHUSIMU Ha KOXKE, IETEXUSAMH, PEHTT€HOJIOTMYECKUMU U3MEHEHUSIMU
koctell. TedeHne 3ab0seBaHUs OCTPOE, IPOTrPECCUPYIOILEE, HHOTA C JIETAIbHBIM UCXOJIOM.
Bbonesnp Jlerrepepa — CuBe sBinsieTcs caMoi Tsbkenoit popmoit ructuonurosa X. B pazsutun
3a00J1€BaHNs UMEET 3HaUEeHUE IeHeTHYeCKas MPeapacioaokKeHHOCTb. OnMcaHo BHYTPUYTPOOHOE
pa3BUTHE MTPU3HAKOB OOJIE3HH, CITyyan 3a00eBaHUs 000MX MOHO3UTOTHBIX

OJIM3HELIOB, CeMEWHbIEe ciTyyau 3a00eBaHusl. Y MHOTHX MAllMEHTOB BBISIBIIOTCS MyTallMM B JIOKYyCe
17p13 (ren P53). Koxa nopaxeHa 4acTo, XapakTepHbI OOIIUpPHBIE, HEPEIKO 3yIAIINE SPUTEMATO-
CKBAMO3HbIE YYaCTKH MPEUMYLIECTBEHHO Ha TOJIOBE U B KPYITHBIX CKJIa/KaX,

HAINIOMHUHAIOIIUE TKEINbI ceOopeiinblii nepMaTut. C TeueHHEeM BPEeMEHH B CKJIQJKaX MOXKET
BO3HUKATh MOKHYTHE U 3PO3UPOBAHKE TOBEPXHOCTH, BTOPUYHOE HHDUIIMPOBAHKE C 00pa30BaHUEM
THOMHUYKOBBIX 3JIEMEHTOB U KOPOK. B TsKeNbIX cilydasX BBICHIIIAHUS Ha



KO’Ke IpUOOpETaloT reHepaIn30BaHHbIN XapaKTep, HOPaXKAIOTCs JaKe JIAJOHU U MOJIOIBBL.
XapakTepHbl MEJIKHE ManyJie3Hble BHICHINAHUS JUaMeTpoM 1-2 MM, TEIECHOTO UM KPaCHOBATO-
KOPUYHEBOTO IIBETA, MHOTA C TEMOPPAarnuecKuM KOMIoHeHToM. Hapymienue 6apbepHOi GyHKINU
KOXH M CHUKEHHAsI pe3UCTEHTHOCTh K MH(MEKIUIM HEPEeIKO MPUBOIAT K OaKTepUaIbHOMY CEIICUCY.
K cucteMHBIM TPOSIBICHUSM OTHOCST JTUXOPAJKY, IOTEPIO Beca, tuMpanenonaruio. [lopaxenue
JIETKUX TPOSBIISIETCS KAUIEM U OJBIIIKOW, BO3MOYKHO pa3BUTHE THEBMOTOpakca. [lopaxkenue
KOCTHOI'O MO3ra IIPUBOJMT K aHEMUU. B KOCTAX BBIABISAIOT OCTEOJIMTUYECKUE OYaru.
Do3uHoduIbHAsI TpanyJemMa Kocreii (0o0s1e3ub TapaTsiHOBa) IpoTekaeT OoJee
I00pOKaUYECTBEHHO, MH(MIBTPATHI TPU KOCTHBIX MOPAXKEHUAX MMPOHU3AHBI Y03uHO(IIamMu. B
MIPOLIECC BOBJIEKAIOTCS M€YEHbB, CETIE3EHKA, JIETKUE U MO3T («303MHO(UIIbHBII IpaHyIeMaTos3y);
BCTpevaeTcs 3k30(pTanbM U HecaxapHbld uabet. 3a0oneBaHne MPOSBIAETCS OAHUM WIIN
HECKOJIbKUMH OCTEOJMTUUYECKUMH O4araMu B JUTMHHBIX TPYOUaThIX UJIH MJIOCKUX KOCTSAX CKEJIeTa,
BBI3BAaHHBIMH I'PaHyJIEeMaTO3HBIMU pa3zpacTaHusIMU. OOBIYHO OOJICIOT AETH H JIUIIA MOJIOJOTO
BO3pacTa, yaiie My>K4rHbl. ONHCaHbl €TUHUYHBIC CITy4an U30JIMPOBAHHBIX 03WHO(HIBHBIX
IPaHYJIEM B TUMYCE, KOKE, MOYEBOM ITy3bIpe, NapPAIIUTOBUIHBIX JKEJI€3aX, TUIIOTAJaMyce, JIETKUX 1
KEITYJJOUHO-KHUILIEYHOM TPAKTE.

OcHOBHBIE ’KaI00BI MalMeHTa — OO0JIM B IOPAKEHHBIX KOCTSAX U MPUITYXJIOCTh MPUJISKAIINX
MSATKUX TKaHel. Bo3MOXHBI TaToJOrH4ecKue rnepenomsl. B mogasisioniemM OOJIBIIUHCTBE CTy4aeB
ITOPAKAFOTCS BEPXHSSA WIM HUKHSIS YEIIFOCTh, IIPU ’TOM B POTOBOM IOJIOCTH BBIABIISIIOT BOCIIAJICHUE
CIIU3UCTON O0OJIOUKH U OTEK, OOJIE3HEHHBIH MPU Malblallui, HEKPO3 U U3bSI3BICHUE JIECEH.
Pa3py1iienue anbBeOSIpHBIX OTPOCTKOB IIPUBOJUT K PACIIATHIBAHUIO U BbINaIeHUIO 3y00B. [Tpu
JIOKaJIU3alMH IPOLECCa B COCLIEBUHOM OTPOCTKE PAa3BUBACTCS PELIMAUBUPYIOIINNA XPOHHUUECKUI
THOMHBIM OTUT cpenHero yxa. [lpu apyroil nokanusanuu rpaHyinem crpajiaer QyHKIUsS
MPHUJIeKAIIUX OPTaHOB, HO MPU HEOOIBIINUX YHU(DOKATBHBIX O04arax 00JIe3Hb MOXKET JUIUTEIbHOE
BpeMs IPOTEKaTh OECCUMIITOMHO, €€ 0OHAPYKUBAIOT CIy4YailHO IPU PEHTTEHOJIOTUYECKOM
uccnenoBaHuu. [lopaskeHust KOXKHBIX TOKPOBOB NOJIMMOP(]HBIE, IO JTOKAIU3ALUN MOTYT OBITh
pacrosaraTbcsl Ha JIFoOOM y4acTKe KOXKH: JINII0, BOJIOCUCTAs 4YaCTh TOJIOBbI, TOAMBIIIEUHBIE
BIIaJIMHBI, CIUHA, IepHaHaIbHas U reHuTanbHas obnactu. [lopaxeHus Ko>ku MOTYT OBITh
IIpe/ICTaBJIeHbI B BUE ce00pEHHOro 1epMaTuTa BOJIOCUCTON YaCcTH TOJIOBHI C

MEJIKMMH >KEJITOBATHIMHU WJIM KOPUYHEBATHIMU y3€JIKaMU Ha TyloBulle. HauanbHbIMU
BBICBIIIAHUSMU IIPU S03MHOPUILHON IpaHylieMe SBISIOTCS MATHUCTO-IIYPIYPO3HBIE 2JIEMEHTHI UITU
AKCCyaTUBHO-IIETyIIamurecs OsaKky. B nanpHeiieM pa3BuBaroTcs HHPUIBTPATUBHBIE ONSIIKU
WM OnyxoJieBuHble oOpa3oBaHusi. KoHcucTeHIMs OsIIeK MITKoBaTash WM MJI0OTHORJIACTHYECKAsL.
VY3710BaTO-0MyX0JEBUIHBIE OYary JOCTUTalOT BETUUMHBI CIIMBBI U O0Jiee, MJIOTHBIE MPH Majblaluy,
CHHIOIIHO-0arpoBOro IBeTa. ¥Y3JIbl U OIMYXOJIM PAacOI0KEHbI B KOXKE U MOAKOKHOM KileTyaTke.
Ouaru 4acTo U3bsA3BIAIOTCS ¢ 00pa30BaHUEM MTOBEPXHOCTHBIX MU TIYOOKHUX SI3B, UMEIOIINX
HEPOBHbBIE Kpasi, CHHIOIIHO-0arpoBoro 1nseta. [lopaxeHus T0Kanu3yoTCs B MOJIOCTH pTa U B
TeHUTOPEKTAbHON o0nacTi. OTMeYaroTCs TakkKe MOPaKEHUS KOXKU B BUJIE BEPPYKO3HBIX U
BETETUPYIOIIMX 0YaroB B MEpUaHATLHON M PEKTAITBHOU 00JIaCTAX.

JAmnarnocruka.

B 70 % nat6monenuit mpu ['KJI nerkux BHISBISIOT CHIDKEHUE yAENbHON AU Py3HOHHOM
criocoonoctu nerkux (DLCO). Kpome pectpuktuBHbIX u3mMeneHunid ®BJ] MoryT uMeTh MecTo
OOCTpYKTHBHBIE WK cMemaHHble Tulbl HapymeHust @BJI. [Tpu 3Tom 00beM Jerkux, Kaxk
MIPaBWJIO, COXPAHEH WM Jaxke MoBbllieH. [Ipu peHTrenorpagum opranoB rpyIHOM KJIETKH
HaunboJiee yacTo BBIBISIIOT OMiIaTepaibHble, CAMMETPUYHbIE Y3eJKH 0 1 cM B Tuamerpe,
MPEUMYIIECTBEHHO B BEPXHUX U CPeIHUX OTAenax jerkux. [lo Mmepe nporpeccupoBanus 00sie3HU
HAOJI0AAI0TCS PETUKYIISIPHBIE U KUCTO3HBIE U3MEHEHHUS C YMEHBIICHHEM YHCIa Y3EIKOB.

Baxnast posib B yCTaHOBIIGHUH TMAarHO3a MPUHAICKUT KoMibloTepHoi Tomorpaduu (KT) opranos
rpyznsoit kietku (OI'K) Beicokoro paspemenns. Ha pannux cragusx JIKI' B merkux BbIABISAIOTCS
MEJIKOOYaroBast AMCCEMUHAIIMS M MHOXECTBCHHBIC MEJIKHE KUCTHI (puc. 2, 3), TOCTEIICHHO



IMCCEMHUHALUs cMeHsAeTCs U y3HON KUCTO3HOW TpaHCHOpMaLnel JIETKUX, KUCTHI
YBEJIMYMBAIOTCS U MOTYT JIOCTUIaTh pa3MepoB 1—2 cerMeHTOB Jierkoro (puc. 4).

Xapakrepabivu i JIKD nerkux (yHKIMOHATBHBIMU U3MEHEHUSIMH SBIISIOTCS] pECTPUKTHB-

HbIE PACCTPOMCTBA BEHTUJISIIH, YACTO COUYETAIOIIHNECS C HAPYIICHUSIMHU [TPOXOIUMOCTH OPOHXOB
u 1uddy3uoHHOM criocoOHOCTH JieTkux 1o okcuay yrieponaa (DLCO), nuamna3oH BeIpaKeHHOCTH
KOTOPBIX IIMPOKO BappupyeT. Ha No3qHUX CTaausIX MOPaKeHUs! JIETKUX TPUCOECTUHAIOTCS
TUIIOKCEMHUYECKas AbIXaTeIbHasi HEAOCTATOYHOCTD U JIETOYHAsI apTepuaibHasi THIEPTEH3HSL.
Huarno3 JIKI" M0O>XHO ¢ BBICOKOH BEpOATHOCTBIO MperoaraTsh B ciydasx BbisaBieHus Ha KT OI'K
Y MOJIOJBIX KypAILIUX JIIOJEH paclpOCTpaHEHHBIX KHCTO3HBIX U3MEHEHUH B JIerkux. BeposTHOCTB
nuarnosa JIKI' Bo3pactaeT npu HaJIM4uu y MalMeHTOB KUCTO3HBIX U3MEHEHUW U TPaHyJIEM B
IUTOCKUX KOCTSIX, HECaXapHOTo nuadera, 5pUTEeMaTO3HbIX U3MEeHEeHHH Ha koxe. [uarnos JIKT
MOATBEPKIAI0T pe3yabTaTaMH XUPYPruyeckoil OMorcuu nopaxeHHblX opraHos. B Ouonrarax
BBISIBIISIIOT TPaHyJIeMbl U3 KIeTOK Jlanrepranca, Makpo(aroB, THCTHOIIMTOB U S03HHO(PHIEHBIX
rpanyouToB (puc. 5, 6). Xapakrepabimu 151 JIKD SBJISIOTCS MOI0KUTEIBHBIC
MMMYHOTHCTOXHMHYECKHE peakiui Ha MOHOKIOHaIbHBIE anTuTena CD1a, CD207 (nanrepun)

U BbIsIBJIeHUE Tenel bupbeka B kietkax Jlanrepranca npu 3JIeKTPOHHON MUKPOCKOIUU. buor Ta Thl
JIETKUX, MTOJTy4eHHBIE MTPH OPOHXOCKOIHNH, U OPOHXO0AILBEOJISIPHBIN JaBaK MeHee HH(POPMaTHBHBI
IIPU UCCIIEI0BAaHUM, YEM MaTepHaj XUPypruueckoi OUOICHH.

Puc. 2. MHokecTBeHHbIE 04AaroBONOAO0HbIEe TEHU U MeJIKHe KUCTHI B JIerkux Ha panueii craguu JIKT .
3nech u Ha puc. 2, 3. ¢pparment KT OI'K.



Puc. 3. MHOKeCTBEeHHBIE MeJIKHE KHCTHI B JIETKUX.
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Puc. 5. I'panyiaema B TkaHu Jierkoro. X100. 3necs u Ha puc. 5: MmaTepuan Xupyprudeckoii ouoncun
Jerkoro. Okpacka reMaTOKCWJIMHOM U 303MHOM.

10



JuddepenunanbHas ITMATHOCTHKA

Juddepennmansayto ruarnoctuky JIKI™ mpoBoasr ¢ npyrumu 3ab60ieBaHUsIMH,
COIIPOBOKAAIOIUMHUCS KMCTO3HOM WJIM IICEBJOKMCTO3HOM TpaHc(opmaluei JerouHoi TKaHu, B
HepBYIO o4epels ¢ iuMbanrroneiiommomaro3om (JIAM) (tadbauma Ne 1), a Takxke ¢
UAMONATUYECKUM JIETOYHBIM pUOPO30M, (HhHOPO3UPYIOIIUMH aJIbBEOIUTAMH, KaK
UAMONATUYECKUMU, TaK U TPU 3a00JIEBaHUSX COCMHUTEIBHON TKaHU, XPOHUYECKIM
TMIIEPCEHCUTUBHBIM THEBMOHUTOM, CAPKOMJI030M B CTAMH ““COTOBOIO JIEFKOT0; TUM(OUIHOM
WHTEPCTUIIMATBHON TTHeBMOHUeH nipu Oonesnu [lerpena u CITN /le; nenTpriioOynspHOi
smpuzemoit. B nuddepennmanbHol AMarHOCTUKE NEPEYUCICHHBIX 3a001€BaHUI B 3HAYMTEIBHON
CTETIeHH ITOMOTA0T THIATEIFHOE N3yUeHNE aHaMHEe3a U TIOUCK XapaKTePHBIX BHEIETOYHBIX
nopaxeHuil. [InanupoBanue 6MONCUM JETKOTO CIEeIyeT MPOBOAUTE C YUaCTHEM JYUYEBbBIX
JIMarHOCTOB, TATOJIOTOB M TOPAKAIBHBIX XUPYPIroOB Il BRIOOPA ONMTHUMAIBHOTO YYacTKa JIETKOTO,
4TOOBI pe3yabTaT OMONCUM OKa3ayics MHPpOpMaTUBHBIM. [loobciaeioBaHre U BEpUPHUKALIHIO
JIMarHo3a y MalMreHTOB ¢ MOJ03PEHUEM Ha JIF0ObIe “penikue’” 3a00JIeBaHus TPEANOYTHTEIHHO
OCYILIECTBIATH B LIEHTPAX, /1€ HAKOIUIEH OIBIT PAa0OThI B OJOOHBIX CUTYAIHIX

IIpusnaku JAM JIKT

Ilon JKeHmuHbI MYy>KYHHBI = KEHIIVHBI

Bospacrt, roasl ~30-40 npu cniopaauueckom, 6onee | 20-40
MOJIOOH ITpH TYOEpO3HOM CKIIepo3e

Kypenue He urpaer ponu HNmeer BaxxHOE 3HAUCHHE

CrioHTaHHBIN XapakrepeH XapakrepeH

ITHEBMOTOPAKC

KpoBoxapkaHbe XapakTepHo He xapakrepHo

[TneBpanbHbII XapakrepeH He xapakrepen

BBITIOT

Brenerounsie AHTHOIHUIIOMEI ITOYEK, Hecaxapnsrii muaber,

MPOSIBJICHUS MEHUHTHOMBI, BHYTPUOPIOTIIHAS MOpaKeHHE TIOCKUX KOCTEH,
nuMdaneHonaTus KOXKH

Mopdonorus CxonuieHHs TT1aJKOMBIIIEYHBIX ['ucTuounTapHbie TpaHyieMbl
KJIETOK B aJIbBEOJISIPHOM CTEHKE 1 KHCTHI

NmvmyHoOTHCTOXUMUS AKTUH TJIaJJKKUX MBIIIII, MOoHOKIOHAJIbHBIE AaHTUTENA

MOHOKJIOHaNbHbIE anTuTena HMB45 | CDla, CD207

Taoauna Ne 1. ludgpepennnansuas nuarnocruka JIAM u JIKT
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Jleuenue

[Inan nedeHus U1 NaUMEHTOB ¢ U30JIMPOBAHHBIM JerodHbIM JIKI' HaMHOrO mpoiue, 4yem s
OOJIBHBIX C MYJbTHOPTraHHBIMU [TOPAXKEHUAMU. be3yClIOBHBIM 11aroM 1ociie yCTaHOBJIEHHUS
nuarno3a JIKT nerkux J0oJpKeH cTaTh OTKa3 MarueHTa oT KypeHus. Habmonenne 6e3
MEIMKAMEHTO3HOT0 JICYEHUSI MOXKET OBbITh IIPOAOIDKEHO B CIy4asiX MaJIOCUMITOMHOTO WX
0eCCUMIITOMHOTO TeYeHHUs N30JupoBaHHOTO Jierounoro JIKI'. Hanuune BhIpaKeHHBIX CUMIITOMOB
ABJISICTCA OCHOBaHMEM /i1 Ha3HaueHUs cucteMHblx ' KC B HauanbHOi no3e 1 mMr/kr/cyt Ha 1 mec ¢
IIOCJIEIYIOIUM JUIMTEIIbHBIM ITIOCTEIIEHHBIM YMEHBIICHUEM J03BI.

B cepun Habmonenuii y 42 naiiMeHTOB ¢ THCTHOLMTO30M JIETKOT'0, OJITBEPAKIEHHBIM OHONCHER
nerkoro, tepanus I'KC nmpuBoania K yIydlIeHUIO WIN CTA0OMIIN3AUN COCTOSIHHS, OJTHAKO HE
BiMsIa Ha (pyHKUMIO BHenHero abixanus. [ KC nocrarouno 3¢ ¢GeKkTuBHBI B HAYAJIbHOM,
BOCTIAJIMTENBHOI cTaauu 3a00IeBaHus, HO HE TIPU pa3BUTUH (uOpo3a JIerkoro.

ITpu nporpeccupoBanuy 3a00J€BaHKs U BOBJICUEHUH HECKOJIBKUX OPraHOB Ha3HAYaIOT
XUMHOTepanuio (2-xJI0poAeOKCHaICHO3HH, IUTapaOUH, UHTHOUTOPI THPO3UHKUHA3BI, KOMOMHAIHSI
BUHOJIACTHHA U MTpeIHN30JI0Ha). [lepea npuHATHEM pelieHus 0 Havyalle JIeYeHus: HeoOxouma
THIATEJIbHAs OLIEHKAa COOTHOILIEHUS 0’KUAEMOM MOJIb3bl M BO3MOXHBIX HEOIaronpusTHHIX
IIOCJIEACTBUM NpUEMa IIPENnapaToB.

IToMuMO OLIEHKHM BBIpa)KEHHOCTH U Xapakrepa TeueHus JIKI caexyer noMHUTE 0 BO3MOXKHBIX
ocnokHeHusX. [IHeBMoTOpakce BozHuKaeT y nanueHToB ¢ I'KJI nerkux mpu pa3pbiBe KMCTO3HBIX
nosiocrel. [loka3ano, 4To NpU APEHUPOBAHUH IIJIEBPAIBHOU ITOJIOCTH PUCK IIOBTOPHOTO
HeBMoOTOpakca coctasiseT 58 %, a npu mieBpozese — 0 %, mosToMy npu pa3BUTHH ITHEBMOTOpaKca
II0OKa3aH IUIEBPOLES.

[Tpu nprucoeIMHEHNU pecIMPaTOPHOM HH(EKIUU Ha3HAYal0T aHTHOAKTEPUAIIbHYIO TEPAITUIO.
Tskenas THIIOKCEMUYECKas IbIXaTeNIbHAsl HEIOCTATOYHOCTb SIBJIIETCS OCHOBAHUEM [T
[IPOBEACHUS JJIUTEIBHON KUCIOPOAOTEpAluU, KOHTPOIIb JIETOYHOU TUIIEPTEH3UN JOCTUTAeTCA
IyTeM MIpHUeMa aHTarOHUCTOB SHJOTEINHA-1, aHaJIOroB NMPOCTALMKINHA WM UHTHOUTOPOB
bocdoaurcrepasbi-5.

B tepmuHaneHOM cTaguu 00J1€3HU, IPU TAKEIIOHN IbIXaTeIbHON HETOCTATOYHOCTH U Pa3BUTHUU
JIETOYHOU TUIIEPTEH3UH, UMEIOTCS MTOKa3aHMsl Ul TpaHCIulaHTauuu Jerkux. Oanaxo B 20,5 %
CJly4aeB BO3HMKAET pelyIMuB 3a001eBaHMsl B TpaHCIUIaHTaTe. PakTopaMu pHUcKa peruanBa
SBJISIIOTCS] BHEJIETOYHOE NOPayKeHHE U BO30OHOBJICHNE KyPEHMSI [TOCIIe TPAHCIUIAHTAIUH.

IIporuos

Teuenne I'KJI pazHooOpa3HO 1 HenpecKkazyeMo — OT 6ECCUMITOMHBIX (hOPM J10 TSKEIOro
MIPOrPECCUPYIOLIETO MOPAKEHUS JIETKUX, COMTPOBOXKAAIOIIETOCs AbIXaTeIbHOM
HEI0CTaTOYHOCTHIO. Y 25 % manueHToB Ha0It0JaeTcsi CaMOIpPOU3BOIIBHBIN perpece, y 50 % —
cTabuipHOE TeueHue, y 25 % — nporpeccupoBaHue 3a00JIeBaHU.

C HeOnaronpHusTHBIM TPOTHO30M CBS3BIBAIOT TaKue (GaKTOPbI, KaK MOXKUIION BO3PaCT, JJTUTEIbHbIE
CUMIITOMBI, ITIOJTMOPTaHHOE MMOPaKEHHE, KPYITHBIE KHCTO3HBIE ITOJIOCTH U "'COTOBOE JIETKoe" Ha
KTBP, pe3ko cHmkeHHbIe ToKa3zaTenu Auddy3noHHON CIOCOOHOCTH JIETKUX, OOCTPYKTHUBHBIN THIT
HapylIeHNs BEHTWISIIUY, JuuTenbHas Tepanus ' KC n Hanudre 1erouHoi THIepTeH3uu.
Haubonee pacnipocTpaHeHHON NPUYUHONW CMEPTH Y TAaKUX MALMEHTOB SBJISIETCS JIbIXaTeIbHAas
HeZocTaToyHOCTh. OHAKO JbIXaTeNIbHAs HEAOCTaTOYHOCTD Y YaCTH MallMEHTOB BO3HUKAET HE
TOJIBKO BCJIE/ICTBUE TUCTUOIIMTO3a, HO U TI0 MPUYMHE PAa3BUTHUS SM(U3EMBI IPU JITUTETHHOM
aHaMHe3e KypeHus. Y MalueHTOB C TUCTHOIUTO30M TaKe MOBBIIIEHA PACIIPOCTPAHEHHOCTh
37I0KaYECTBEHHBIX 3a00JIEBaHUI KPOBH, B T. 4. TUM(OMBI.

Ycranosnenue npupoas! JIKI™ octaercst BaxHEHIINM BOIIPOCOM, OTBET HA KOTOPHIH OyaeT
OIIpEIENIATh HAIPaBJICHUS JICYEHUS 3TOTO PEIKOT0 U HEOCTaTOYHO U3yYEHHOI0 3a00JI€BaHusl.
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