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JInmdanruoneiiomnomaros (JIAM) — penkoe 3a001eBa-
HHE, XapaKTepu3yIoleecs Ipoardepanueil aTHmIIHbIX
TJIAAKOMBIIIICYHBIX KJICTOK B UHTEPCTUIIMATBHOI TKAH!
JIETKHX, B CTEHKaX KPOBEHOCHBIX 1 IMM(PATHIECKUX CO-
CyIOB, OpPOHXOB, OPOHXMOJI, B IUM(MAaTUUECKUX y3JIaX
C TIOCJIeAYIONIEH KNCTO3HOM TpaHc(opMaIveil JISTOUHOM
MapeHXUMBI («KMCTO3HOE JierKoe»). s JIAM xapak-
TepHO MOpPaXeHWE W APYTUX OPraHOB (MaTKHU, MOYEK,
JmMdOy3I0B, IedeHu 1 1p.). ComracHo KiraccuuKanm
oImyxoJieil Jerkux BceMupHOT opraHu3amuu 31paBo-
oxpaneHust (BO3) 2015 r., JIAM oTHOCHUTCSI K ME3¢H-
XUMAaJIBHBIM (COCYIMCTBIM) OITyXOJISIM BO3HUKAIOIINM
U3 TIEPpUBACKYISIPHBIX 3MNUTEIMOUIHBIX KIeToK [1].
[To UMMYHOTHCTOXUMHMYECKUM XapaKTePUCTUKAM BBI-
JESIIOT TUM(paHTUOIEHOMMOMATO3 1 TMM(aHTHOMATO3
JIETKUX.

I1epBoe onucanue JIAM npu Ty0epo3HOM CKJIepo3e
BBITTONTHEHO R. Lutembacher n oTHocuTed K 1918 1. [2].
B 1937 1. E. von Stossel ormicain cirydaii CIiopagudecKoro
JIAM y 43-51eTHel MauMeHTKH, yMepIleil OT AbIXaTeb-
HOM HelocTaTouHOCTH [3]. ABTOp Ha3Baj 3TO 3abo0Jie-
BaHME «MBIIIEYHBIM LHUPPO30M». B 1966 1. GbUIH TTpO-
aHam3upoBaHbl 20 cirydaeB 3a00JIeBaHUS U TTPEIIOKEH
TepMUH «wimM@aHrumuoMa» [4]. B 1975 . B. Corrin et al.
BBISIBUIN CBSI3b MEXKIY TYOEpO3HBIM CKiepo3oM 1 JIAM
[5], a B 2000 T. 6BUIM OMMCAaHBI COMAaTUYECKHUE MYTALIUK
Brede TSC2 y manueHToB co criopagndeckuM JIAM [6].

AnupeMuonorus

Bose3Hb mopaxaeT TOJIBKO KeHITMH — KaK IIPaBUIIo,
IEeTOPOIHOTO Bo3pacTta (cpemHuit Bo3pact — 30 JeT),
OITHAKO MOXET BCTPEYaThCs U B IPYTUX BO3PACTHBIX 1A~
ma3oHax. Bo3pacT maieHToK Ha MOMEHT YCTaHOBJICHUSI
JIAM, nabnonasimuxcs B KiuHuke HUW unrtepctu-
IMAJIbHBIX 1 Op(haHHBIX 3a00JI¢BAHUI JIETKUX (Hajee —
HUUN NuO3J1) 1-ro CIT6I'MY um. akan. U.I1. [1aBnoBa
(Cankr-Ilerep0Oypr) Bapsuposai oT 14 mo 75 net. JIAM
MOXET OBITh KaK CaMOCTOSITeJIbHOM ITaTOJIOTHEH, TaK
1 TIPOSIBJICHUEM TyOepO3HOTO cKilepo3a (6oje3Hnu byp-
HeBWLIsT). TybeposHsriit ckiepos (TC) — cemelinoe 3a-
0oJieBaHUE C ayTOCOMHO-IOMUHAHTHBIM TUIIOM HaclIe-
MOBaHUSI, TP KOTOPOM O0Opa3yroTCsl MHOXKECTBEHHBIC
MOOpPOKAYCCTBEHHBIC OITyXOJIM: TaMapTOMBbl, aHTUO(DH-
OpOMBI, aHTHOJIUTIOMEI TTOYEK, HAOIOAAFOTCS TUCIIIA3UT
MHOTHX OPraHOB, KOXHBIC U3MCHEHMS U TTOPAKCHUE

TOJIOBHOTO MO3Ta, IIPOSIBIISIIONIEECS] YMCTBEHHBIMU Ha-
pyiieHusmu y 50%, snuienTuuecKuM pacCTPOCTBOM
B 80% caydaeB u np. PacnpocTpaHeHHOCTb CAMOCTOSI -
teabHoro JIAM coctasnstet ~ 1—7,8 : 1 000 000 keHIIMH
i 1 : 250 000—500 000 B3pOCTBbIX XKEHIITWH, 2 OpUEHTH -
POBOYHAs YMCJIEHHOCTb 00JibHBIX JIAM, 110 060011IeH-
HBIM CTaTUCTUYECKUM JaHHBIM, Bapbupyercs ot 25 000
1o 50 000 [7].

DIUAESMUOJIOTNYECKIEe, TCHETUUECKIEe U MOJICKY -
JISIPHBIC UCCJICTOBAHUS BBISIBUIIM CBSI3b MEXXIY CaMO-
crosrelbHBIM JIAM 1 TC — ayTOCOMHO-TOMUHAHTHBIM
3a00JIeBaHEM C HEMOJIHOI MeHEeTPAHTHOCTHIO, 00Y-
cnoBiieHHBIM MyTauueii reHoB TSC1 n TSC2, Hepenko
cnopagnyeckoii. B otmmune ot JIAM, TC BcTpeuaercs
C OJMHAKOBOI YaCTOTOM Yy 00OOMX ITOJIOB € YacToTou 1,2 :
1 500 000 yenosek, 1 : 6 000 HoOBopoxaeHHBIM. Cpenn
jmi ¢ TC JIAM oGHapyxusatot ot 6 10 40% ciydaes
MpEeUMYIIECTBEHHO Y JUII XeHcKoro noja [8]. [1pu
CKPUHUHTOBOM 00caenoBaHnM manneHToB ¢ TC BHI-
sIBJICHA CJIeIyIoIasi OCOOCHHOCTh: TTOpaskKeHMNE JICTKIX
B psIic CIIy9aeB MOXKET IpOTeKaTh 03 KIMHUISCKUX
CHMIITOMOB, HO OOHAPYKMBaeTCS TIPU KOMITBIOTEPHOMN
tomorpacduu (KT) opraHoB rpynHO# KJIETKY B BUIE KU -
CTO3HOH TpaHC(OPMAILINU JIETOYHOI TKaHU, OTMEYaB-
meiica y 13—38% myxuuH v 80% >XKeHIIUH IIpU AVHA-
MmdeckoM Haomonennu [9, 10, 11]. B 2000 r. M.C. Aubry
et al. otmcamm 2 ciyvast JJAM y nmui Myskckoro 1oja [12],
OITHAKO HaJIMIMe aHTO(PUOpOMAaTo3a JINIa U aHTUOMU-
OJIUTIOMBI TTOYEK TTO3BOJISIET OTHECTH UX ckopee K TC
BypHeBUIUIS, TIpU KOTOPOM THCTOJIOTUYECKIE U3MEHE-
HUS B JIETKUX (€CIIU OHM MOPaXKaloTCsT) MIPaKTUICCKHI
HeoTmmanuMbl oT JIAM [13]. B Teuenne nmocnenqnux 25 ner
OBLIN OITyOJIMKOBAHBI PE3YJIbTaThl HAOMIOACHUS CPaBHU-
TEJIbHO OOJIBIINX TPYI 00JBHBIX: OT 32 mo 103 [14—18].
B ximmHuke nyasmonosoruu 1-ro CII6I'MY um. akan.
W.I1. IaBnosa (Cankr-IleTtepOypr) nmarno3 JIAM Obu1
ycraHoBiieH y 108 6oibHBIX, 4TO cocTaBmiio 1,9% ot Beex
I GY3HBIX TapeHXUMATO3HBIX 3a00JICBAaHUI JIETKHUX.
Ilepenaua JIAM ot MaTepu K JoYepu HE OMKCcaHa.

3Tuonorusa u ¢pakTopbl pUcka

Artuonorus JIAM HeusBectHa. O BaxXHOI poJIv DH-
TOKPUHHBIX HAPYIICHU B BOSHUKHOBCHUN U Pa3BU-
THH 3TOTO 3a00JIEBAaHUST CBUACTEIBCTBYIOT CIICIYIOIINE
¢akTel: Bo3HNKHOBeHME JIAM TOJIBKO Y JKEHIIUH U, KaK
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MIPaBUJIO, B IETOPOTHOM BO3PACTE; YCUIICHHUE TBIXaTeIIb-
Hoit HemocTtatouHocTH (JIH) BO Bpemst MeHCTpyalumn
1 0epeMEHHOCTH; 3aMeIJICHHE TIPOrPEeCCUPOBAHMST 3a-
0oJIeBaHUS B YACTH CIIydaeB IOCJIC HACTYIICHUS Me-
HOTay3bl WX YIAJICHUS SMYHUKOB; 4aCTOe COYCTaHME
¢ ¢pudbpomumomoit (neitommomoir) Matku [19—21]. Kpo-
M€ TOTO, B TKaHU JIETKUX U aHTMOMUOJIUNOM Tipu JIAM
OBLTM OOHAPYKEHBI PEIECIITOPHI K 3CTPOTEHY U IIpOTe-
crepoHy [22—26]. O6 3TOM K€ CBUIETEIbCTBYET U TOT
¢akT, 4TO Havyayio OOJIE3HU WIN €€ O0OCTPEHUE MOTYT
OBITh CITPOBOLIMPOBAHBI JICYEHUEM dCTporeHamMu [27,
28]. Bonee TOorO, TEMITBI YXYILIEHUS JIETOYHON (DYHK-
11y 0oJiee BEIPAXKEHBI Y KEHILIVH B IPEMEHONAy3e, YeM
B ImocTMeHorayse [29, 30].

Hekoroprbie aBTopbl oTHOCAT JIAM K MHOTO(OKYC-
HBIM TaMapTOMHBIM IIpolieccaM, B IIPOTPECCUPOBAHUM
KOTOPBIX BaXKHYIO pOJIb UTPAIOT XXEHCKHUE TIOJIOBEIE TOP-
MOHBI. OOCYKIAeTCsT pOJIb TCHETUIECKOM MPeapacItoo-
>KeHHOCTHU K JIAM. Peub uaet o HaIM4uy reHeTUYECKOTO
nedekTa, SIBIISIONIErocs TPUYMHOM aHOMAJIBHOTO OTBETa
MBIIIIEYHBIX KJIETOK Ha KeHCKHE ITOJIOBBIC TOPMOHEI.
VY 6onbHbIX JIAM ¢ TC B 80% ciiyuyaeB BBISIBIISIIOTCSI
myTauuu reHoB 7SCI u TSC2, a B ciryJasix caMOCTO-
areabHoro JIAM obHapyxXeHbl MyTaumu reHa 7.SC2.
DTH reHBl KOAUPYIOT COOTBETCTBEHHO OCJIKM raMapTHH
¥ TyOepUH, MHTUOMpYyIoIe GepMeHT KHHA3Y, KOTOPBIi
eIlle Ha3bIBAIOT «MUIIICHBIO pallaMUIIMHA MJICKOIIUTAIO-
mux» (mammalian target of rapamycin — mTOR). DtoT
(GEepMEHT yJ9acTBYET B PETYJISIINN MHOTUX KJICTOUHBIX
(GYHKIMI, TaKUX KaK POCT, MUTPAIIHS, IpoTrdepanus,
amorrro3 u Ap. [31, 32]. Y 6oabHbIX JIAM, moMumo To-
yeyHbIX MyTanuii reHa 7.SC2, MOTYT TaKKe BBISIBIISITh-
Csl MyTalli¥, Ha3bIBaeMbIC YTPATOM TeTEPO3ZUTOTHOCTH
Jnokyca 7.SC2 [33]. DTn aHOMaIUM TIPUBOIAIT K MOTE-
pe bYHKIIMU TTOAaBICHUS OIyXO0JIEBOTO POCTa KICTKH
¥ MOTYT OOBSICHUTH OECKOHTPOJIBHYIO TIPOIHdEpaIinio
IJIAIKOMBIIIEYHBIX KJIETOK TTpu JIAM [34].

I1penmnonoxenue o JJAM Kaxk cieaCTBUU MeTacTa3u-
pOBaHUS KJICTOK M3 JICHOMHOMBI MAaTKH, OITYXOJIH T10-
Yyek, JIMM@aTruyecKux y3J0B U APYTUX OPTaHOB CIEJaHO
U Ipyrumu aBropamu |35, 36]. 'unore3y Metactasupo-
BaHMSI KOCBEHHO TTOATBEPKIACT (DaKT BOSHUKHOBECHUSI
JIAM B TOHOPCKOM JIETKOM TTOCJIe TpaHCIUIaHTauu [37].
ITo muenwmio E.P. Henske u FX. McCormack |38], nan-
0o0J1ee BEpOSITHBIM HCTOYHUKOM KJIETOK, MUTPUPYIOIINX
B Jjierkue 1ipu JIAM, IBASIOTCSI aHTUOMUOJIUTIOMBI O~
yek. OTHAKO 3TU OIYXOJIM OOHAPYXMBAOTCA y < % Ta-
LIMEHTOB co criopaarueckuM JIAM. Ipyrumu npearnoJa-
TracMbIMU UCTOYHUKAMU KJICTOK SIBIISIIOTCST JISHOMUOMBI
MAaTKH U TIEpUBACKYIISIPHBIC SHIOTETNATbHBIC OITYXOJIN
(PEComas), mmpoxo pacnpocTpaHeHHBIC Y TTAIIIEHTOB
¢ JIAM [39].

Eme onuH hakTop, urparoimmii BaxXKHYI0 pOJib B BO3-
HUKHOBeHUU JIAM — CBIBOPOTOUYHBII OTBETHBIN (DaKTOP
(serum response factor — SRF). OH y4acTByeT B pery-
JISIIMH KJICTOYHOTO IIMKJIA, aTlloITo3e, IMpoaudepalnn
n nuddepenmponke kKieTok. SRF aBisgercsa pakTopom
TPAHCKPUIIIINU ¥ U30BITOYHO MPEACTABICH B KJICTKAX,
npoandepupytonnx npu JJAM. I[ToBBIIIIEHHBINH ypO-

BeHb SRF yBenmnumBaeT 3KCIIpecCrio MaTPUKCHBIX Me-
tajuronporerHas (MMP)-2 u -14. Ux conepxaHue mpu
JIAM noBsilIaeTcs. YpoBeHb TKAHEBOTO MHTMOUTOpA
MetaytonporenHasbl-3 (TIMP-3), HaobopoT, cHIKa-
eTcs. DTOT aucbanaHC BHOCHUT JTOIIOTHUTEIBHBIN BKIIA
B HCOOPATUMYIO TIEPECTPOIMKY JIETOYHOM TKAHU, BBISIB-
nsromyrocs mpu JIAM [40, 41].

Kax cienyert u3 nmpeacTaBIeHHBIX JAHHBIX, OCHOBHAsI
«I0JIOMKa» TIpu pa3Butuu JIAM 1npoucxonut Ha ypoHe
TeHOB, KOTOPBhIC B HOPME MOJKHBI TTONABISITh OECKOH-
TPOJIBLHYIO TIPOTUdEpaIINIo TIPH ITPOXOKICHNH BCEX ITa-
ITOB KJICTOYHOTO rKJjIa. Kak yxKe yImoMrUHAIOCh, KJlac-
cupuxauns BO3 (2015) orHocut JIAM u numdaHTro-
MaTo03 K ME3eHXMMAaJIbHBIM OITyXOJISIM, 00Pa3yIOIINMCS
13 TICPUBACKYJISIPHBIX AU TEIMONIHBIX KJIETOK C OIIpe-
JIeJIECHHBIM UMMYHO(MEHOTUITYEeCKUM TipoduiaeMm [1].
CrnenrprIecKUMU SIBJISTIOTCSI MUOT€HHBIC Y MEJIAHOLIM -
TapHBIe MapKephl, Takue Kak HMB-45, Melan-A/Martl,
MiTF, a-akTuH riaagkux MBI U pexke TecMuH [42].

O cxonctse JIAM ¢ HeoIuTacTUIECKUMMU IIPOoIeccaMi
CBUIETENIbCTBYIOT HAIMUKE MYTaIllii, BO3MOXHOCTD Me-
TacTa3sMpOBAaHUS 110 KPOBEHOCHBIM U TUMGbATUICCKUM
cocynam, THQWIBTpALMs U pa3pylIeHNEe CTPYKTYPHI TKa-
Heit [43]. Kpome Toro, kitetkn JIAM mpenmnodymnTaior
HCTIOJI30BaTh B CBOEM 2HEPIeTUUECKOM ITUKJIC TJIFOKO-
3y, Maxke B aHA’POOHBIX YCIIOBHUSX, KOTIa 00JIee BBITOI-
HBIM OBIJIO OBI cyOcTpaTHOE (pocopumupoBaHue. DTOT
T. H. 3¢pcdhexT BapOypra e1re He 10 KOHIIA SICCH, OMTHAKO
OH SIBJISICTCST YHUBEPCATbHBIM (DEHOMEHOM, IIPUCYIITAM
PaKOBBIM KJIETKaM, KOTOPBIM CBOMCTBEHHO YIIPOINATh
OMOCHMHTETHMYECCKHE TIPOIIECCHI (TaKKe KaK TIIUKOJIN3
1 TIeHTO30(0oC(haTHBII MyTh), B IIPOIIECCE KOTOPHIX 00-
pasyroTcs CyOCTpaThI ISl CHHTE3a MAaKPOMOJIEKYI.

B mMexmyHapomHO KiacCubUKaIlMd MHTePCTUII -
abHBIX 3a0oneBanuii terkux (M3J1) JIAM otHOcHUTCS
K opdanubsiM M3J1 HesicHOI sTnoiorun. B kinaccudn-
Karuu 1 y3HBIX MTapeHXUMATO3HBIX 3a00JIeBaHMIA
nerkux (M. M. Uavkosuu) JIAM BKITIOUECH B IPYIIITY OITY-
XOJIEBBIX TMCCEMUHALIMA.

MaToreHes

IMaTorene3 JIAM usydyeH HemoctaTouHO. OCHOBOI
ITaTOJIOTMYECKOTO TIpoliecca SIBISICTCS PO eparius
ATUMUYIHBIX TJIATKOMBIIIICYHBIX KJIETOK B MHTEPCTUIIN -
aJIbHOM TKaHM JIETKUX, B CTCHKaX OPOHXOB U COCYIIOB,
B TuM@aTUIECKUX y3J1axX, a TAKXKe B IPYTUX OpTraHax
(MaTke, IMOYKax, abOMUHAIBHBIX TMM(PaTUICCKUX y3-
nax u ap.). Kak yxke orMeganoch paHee, poxrdeparus
kieTokK JIAM tmipeacraBisieTcsl pe3yJibTaTOM Hapyllie-
HUS peTyIsauuu curHaiabHoro myty mITOR. IamaptuH
U TyOepHH — OEJIKH, 32 CHHTE3 KOTOPHIX OTBETCTBEHHBI
reHbl 7.SC1 n TSC2 cOOTBETCTBEHHO U PETYJIUPYIOIINE
BHYTPUKJICTOUHBIN CUTHAJIBHBIN ITyTh CEPUH / TPEOHUH-
KWHA3, ONPEACIISIONINI pa3Mep KIETOK, NX Ipoude-
paluio U XKU3HEHHBIN IUKII IyTeM 00pabOTKK CUTHA-
JIOB OT (pakTOpOB pocTa [44, 45]. TybepuH — perynsitop
KJIETOYHOTO ITMKJIa, pocTa 1 Mpoaudepalnu, a raMap-
TWH UTPacT BaXKHYIO POJIb B OPTaHU3AIIMN aKTUHOBOTO
nuTockesnera [44, 45]. OnHuM 13 HanboJIee 3HAYNMBIX
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Pazpen 10. Pepgkue u reHeTUYeCcKn feTepMUHUPOBaHHbIe 3aboneBaHunsa Nerkmux

OTKpPBITUI B U3ydyeHuU natoreHesa JIAM ObL10 0C0O3-
HaHUE KJII0UYeBOU poiu ntuMmdaHrrnoreHesa. I1o mHe-
HUIO psifa ucciiemonareiieit, JIAM KJieTKy BHEAPSIIOTCS
M PacIpoCTPaHSIIOTCS Yepe3 HeHTpaIbHbIe TUMbaTIye-
CKHE CTPYKTYPHI OPIOIITHOM IMOJIOCTH, 3a0PIOIITMHHOTO
MPOCTPAHCTBA, Ta3a U MHOTAA IPYIHON KJleTku. B ot-
TEITBHBIX MCCIICIOBAHMSIX ObLIA OIMMcaHa MH(MWIbTPALIMS
JIAM xieTKamMu HagKIHOUMYHBIX TUM(PATUYECKUX Y3JIOB,
OIHAKO BOBJICYCHHOCTH B IIPOIIecC IMepruepruIeCKIX
TMdaTUIeCKUX Y3JI0B KpaifHe penKa.

ITo mepe nporpeccupoBaHus 3aboJieBaHUSI 00pa-
30BaBIIMECS KUCTHI B JICTKMX YBETMUMBAIOTCS KOJIYE-
CTBEHHO, KJ1eTKu JIAM 00pa3ytoT XapakTepHbIe y3eJIKU
¥ BBICTUJIAIOT CTEHKHW KUCT U MEJIKUE IThIXaTeIIbHBIC
nytu. ['urepruiacTuaeckKrue aabBEeOSIPHBIC KICTKHU
II Tima BBICTMIIAIOT KMCTHI MPEPHIBUCTO U OKPYXKAIOT
y3enku JIAM. Mexanu3M ¢GopMUPOBAHUS KUCT NIPU
JIAM wm3ydeH HemocTtaTouHO. OMHA U3 TUTIOTE3 PacIipo-
CTPAHSIIONIETOCS PEMOICIMPOBAHMS JICTOYHON TKAaHU
npu JIAM cocTouT B TOM, UTO pa3BUBAETCS T. H. HEKOH-
TpoupyeMblii TuMdaHrnoreHe3. CImcoK BO3MOXKHBIX
npoTeas, OTBEYAIOIIUX 32 PeMOACIMPOBAHUE, TTIO0 MHE-
HUIO psiia aBTOPOB, BKIIIOYAET cpear mpounx MMP-2,
MMP-9 u katencun K [46—48].

HenocrarouHo n3ydeHa posib 3CTPOTeHOB B ITaTOTE-
Hese JIAM. B riaakoMbllIeuHbIX KJIETKaxX 4acTu 00Jib-
HBIX JIAM HaxomsT IIPOTeCTEPOHOBEIE M 3CTPOTCHOBBIC
PELETITOPHI, KOTOPBIE OOBIYHO OTCYTCTBYIOT B HOpMaJTb-
HBIX TJIAIKOMBIIIEYHBIX KiIeTKax [24]. U3BecTHO, UTO
3CTPOTEHBI PETYIUPYIOT TPAHCKPUIIIINIO MHOTHX T€HOB,
a TaKkKe MOTYT UTPaTh POJIb CTUMYJIA B TIpoIrdepaItum
¥ MUTPAIIH TJIATKOMBIIIICYHBIX KJICTOK B APYTHE OPTaHbI
¥ TKaHM.

Hapsiny ¢ atum knetku JIAM y4acTBYIOT B ceKpe-
LIMU AECTPYKTUBHBIX ITpOTEa3. Y CcTaHoOBJIEeHO, uTo MMP
WUTPAIOT BaXHYIO POJIb B PEMOAEIUPOBAHUU JIETOYHOMN
TKaHU, TUM@aHTUOTeHe3¢e, aHTMOTeHEe3¢, MUTPAIINHT
KJeTok u MetacrasupoBanuu [49]. M.C. Chilosi et al.
JIOKa3aJiu, 4To U30bITOuHas npoaykuust MMP u karen-
cuHa K MoeT mpruBOAUTH K pa3pylIEHUIO KOJlareHa,
3JIACTUYECKMX BOJIOKOH M JIETOYHOTO MHTepcTUI [47].
TakuM 00pa3oM, BBIIBISIEMBIIl B aTUITMYHBIX IJIaIKO-
MBILLIEUYHBIX KJIeTKax 001bHbIX JIAM nucbanaHc npore-
a3 (n30bITOUHBIN cuHTe3 MMP-1, -2 11 -9 11 yrHeTeHMe
TIMP) MoxeT urpaTh BaxKHYIO POJib B (hOPMUPOBAHUM
NeCTPYKTUBHBIX U3BMEHEHUIT — MHOXKECTBEHHBIX KUCT
B JieroyHo# napenxume [38]. [1pearonaraeTcs, 4TO BbI-
siBieHHoe nipu JIAM pemoaenupoBaHue JIETKUX BO3ZHU -
KaeT KaK pe3ysibTaT N30bITOUHOM ponyKunuu MMP-2,
MMP-9 un katericuHa K, onmocpemoBaHHOi (haKTOpOM
pocta sHnortenus cocynos (VEGF-D) [24, 38, 50].

MHOTOYNCICHHBIC NCCIICIOBAaHUS TTOKAa3ald, YTO
B CBIBOPOTKE KpOBU 00JibHBIX JIAM 11pu 0qHOBpPEMEH-
HOM TTOpaXeHUHU JTUMMaTUIECKON CUCTEMBI YPOBCHB
VEGF-D moBbIIIeH 10 CpaBHEHUIO C TEMHU, Y KOTO 00-
HapyXMBAIOTCSI aHTHOMUOJIMTIOMBI MJTM KMCTO3HasI Tiepe-
crpotika serkux [31, 51]. ConepxxaHue CbBIBOPOTOYHOTO
VEGF-D — 1ieHHBIII MapKep BOBJICUCHUS TUMbaTHye-
CKOI1 cCTeMBI. P aBTOPOB OTMEYAIOT KOPPEISIINAIO

Mexxny VEGF-D B CBIBOPOTKE M TSIKECThIO TeUEHUS
JIAM (moTpe6GHOCTh B KUCIOPOIE, BRIPAXKEHHOCTH 00-
CTPYKTUBHOTO CMHIPOMA, TEMITBl CHIDKCHUS JIETOUHOM
dyaxkum). [To MHeHHIO MHOTHX MCClIemoBaTeIeii, 00-
Hapykenne VEGF-D B cbIBOpOTKe KpOBU SIBIISIETCS
METOJIOM BBIOOpA M1 Bepu(UKAIIUN INArHo3a y ma-
IIMEHTOB 0€3 9KCTPaIyIbMOHAIbHBIX TTOPAXKCHUIN W
TC, a Takxe misg nuddepeHInaIbHON TUAaTHOCTUKA
C IPYTUMHU KMCTO3HBIMY TTOPaKEHUSIMHA JIETKHX [51—53].
Taxk, noseienue yposast VEGF-D B ceIBopoTKe cpenn
xkeHIrH ¢ TC HabIomaeTcs TOJIBKO Y TeX, Y KOTO eCTh
JIAM.

G. Pacheco-Rodriguez et al. u S. Li et al. oTBOOST
BaxkKHYyI0 poJib B TTatoreHe3e JIAM xemoknHam u CD44,
B3aMMOJICHCTBYIOIIMM C pelleNTOpaMM Ha MOBEPXHO-
CTHU KJICTOK 1 YIACTBYIOIINM B MHTETPAIIUN METACTa3M -
PYIOIINX KJIETOK B KOHKpEeTHBIC opraHbl [34, 54]. Taxk,
B JICTOYHOM TKaHU M KJIETKAaX XXUIKOCTH OPOHXOAb-
BeossipHoro jiaBaxa (BAJI) 6onpaBIX JIAM Hamboiee
yacto (B 70% ciydaeB) 0OOHApy>KMBAIOTCSI TAKKUE Xe-
MOKUHOBEIE penenTopsl, Kak CCR2, CCR7, CCR10,
CXCR2, CXCR1 u CXCR4. TakuMm 00pa3oM, HECMOTpSI
Ha MHOTOYMCJICHHBIC YIIOMSIHYTBIC BBIIIIE MCCIICIOBAHNSI,
OTJICIBHBIC 3BEHBS TTATOTEHE3a OCTAIOTCSI HETOCTATOTHO
U3yYCHHBIMU.

Kak n3BecTHO, BBISIBICHBI 2 MOP(OJIOTUICCKIX Ba-
pUaHTa SIUTEINONIHBIX KJIETOK, (popMuUpyoImux ¢o-
Kychel JIAM: BepeTeHOOOpa3Hble U Kyoudeckune. Ob6a
JAFOT TIOJIOXKUTEIBbHYIO OKPACKy Ha aKTWMH, BUMEHTUH
u necMuH. OTHAKO TOJBKO KyOM4YecKre KICTKU pea-
TUPYIOT C MOHOKJIOHAJIBHBIMU aHTUTelaMu HMB-45,
CHUHTE3UPYIOIIMMUCS TIPOTUB IMIPEMETaHOCOMHOTO OeJika
gp-100, (pepmenTa MemaHoreHe3a. MeJaHOM3aBUCH-
MbIii Mapkep HMB-45 Hukoraa He orpeesisieTcs B HOp-
MaJIBHBIX TJIaIKOMBIIICYHBIX KJIeTKaX. Tak Kak apyrue
IJIAAKOMBIIICUYHBIC TIOBPEXKICHUS HE pearupyroT ¢ YIIo-
MSIHYTBIMU MOHOKJIOHAJbHBIMU aHTUTEJIAMH, 3TO UM-
MYHOTHCTOXMMHUYECKOE MCCICA0BAHNE NMEET BHICOKYIO
MMAarHOCTUYECKYIO IIeHHOCTh. CrielIn(bUIHOCTh TaHHOTO
TecTa cocTaBisieT > 95%. [pennonaraercs, 4To opmu-
poBaHUe OPOHXOOOCTPYKTUBHOTO CUHApoMa Iipu JIAM
TaKKe CBSI3aHO ¢ MHOWIbTpaINeit u Ipordepanueit
[JIAAKOMBIIIEUHBIX KJIETOK B AbIXaTeIbHbIX MYTSIX [55].

MaTonornyeckas aHaToMus

JIAM nerknx MoXKeT IIPOSIBIIATHCS B 2 MOP(hOIoTnIe-
ckmx popmax: y3rmoBoii mim gud@ysHoii. ['mcromornye-
CKasl KapTuHa y3710Boii opmbl JTIAM xapakTepusyercs
BO3HUMKHOBEHHEM B JIETKUX OIyXOJEBUIHBIX 00pa30-
BaHMIT, MOpGOJIOTIIYECKasi CTPYKTypa KOTOPBIX COOT-
BeTCTBYeT Jeiiomnomam. Auddysnas popma JIAM ot-
JIMYAETCS XapaKTEPHOU MaKPOCKONNYECKOM KapTUHOM:
JIETKKE YBEJIMYEHbI B 00beMe, Ha TIOBEPXHOCTH BUIHBI
pacrnpocTpaHEeHHbIE KUCTO3HbIE B3AYTUS TMAMETPOM
OT HECKOJIbKMX MUJUIMMETPOB 10 HECKOJIbKUX CAHTUME-
TpoB. B muieBpaibHOM MOJOCTH MOXET 0OHAPYKMBAThCS
reMopparnueckasi 1 (WJIN) Xvie3Has XKUIKocTh. 1o Mepe
MIPOTPEeCCUPOBAHNS 00JIe3HN SM(PU3EMATO3HbIC B3Iy THUS
1 KUCThI YBEJIMUMBAIOTCS B 0ObEME.
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Mopdorornyeckoe ncciegoBaHUEe OMOIICUITHOTO
¥ ayTOTICUITHOTO MaTepuasia IIpoBeIeHO HaMU B 57 CIry-
yasgx. Mukpockornuueckas KapTuHa yXke Ha paHHUX
cTaausix 3a00eBaHUsT XapaKTEPU3YETCs MYJIbTULICH-
TPUYHOCTBIO OYAroB MOPAKEHUS B BUAE MEJIKUX TJal-
KOMBILIEYHBIX MPOJIU(EPATOB € YETKOM JIOKAIM3aLUEN
B aJIbBEOJISIPHBIX TIEPETOpoiKax, CTEHKAaX COCYI0B C UX
necdopmaleii B BUIE YIaCTKOB BHITISTYMBAHUS TIPO-
JmdepaToB B IIPOCBET U €T0 CyXXeHHeM M (W) IIa-
Tauueii. [1py 5TOM NPOHUIIAEMOCTh CTEHOK COCYIOB
HapylIaeTcsl, 0 YeM MOXXHO KOCBEHHO CYAUTb 110 HAJIU-
YUIO B JIETKUX MEJIKUX (DOKycOB remocuaepodaron. [1pu
MporpeccupoBaHuy 3a00J€BaHUS UMEETCS TEHACHIMS
K YBEIMYCHUIO U CIMSTHUIO 04aroB ¢ (OpPMUPOBAHUEM
KUCT. [ MCTOApXMTEKTOHUKA JIETOYHOM TKaHU Hapyllie-
Ha. [manKkombIeyHsIe TIpoardepaTsl pa3HOOOpa3HEI
MO aPXUTEKTOHUKE U LIUTOJOTMYECKHIM OCOOEHHOCTSIM.
Kierku mponudepara BepeTeHOBUIHBIEC, OKPYIIION hop-
MbI, BCTPEUAIOTCS KPYIHbIE SMUTEIMOINON00HbBIE; Sapa
TUTIEPXPOMHBbIE, YIJIMHEHHbIE, MUTO3bl OTCYTCTBYIOT.
Koe-rne BcTpevatoTcst 00bIIME 30Hbl XaOTUYHO Tepe-
TUIETAIONIMXCSl BEPETEHOBUIHBIX KJIETOK, B KOTOPBIX 00-
HapyKUBAIOTCSI OOPBIBKU 2JIACTUYHBIX BOJJOKOH, MapKU-
PYIOLIMX 30HBI IECTPYKIIMM JIETOYHON TKAHU.

ITpoBeneHHOE UMMYHOTMCTOXMMUYECKOE UCCIEN0-
BaHme (29 ciaydyaeB) MOATBEPXKIACT IJIATKOMBIIIICTHYO
MpUPOAY IMPOIUdEePaToB U AECMOILIACTUICCKHE TTOTCH-
mun: skcnpeccust HMB-45, aktuHa 1 tecMrHa MOCTO-
sSIHHA 1 00Jiee 3HaYUTebHA B KPYITHBIX STTATEIMOUTHBIX
KJIETKaX, 9KCMPECCUs IeCMUHA CBUAETEIbCTBYET O CBSI3U
JNIECMOIUIACTUKHU C TIaAKOMbBIIIEYHBIM TTpoaudepaToM
U pa3HOI CTeneH!U eTro BhlpaxkeHHOCTU. JIAM siBisieTcst
OITHAM U3 MPOSBJICHUN CUCTEMHOM TJIaJKOMBIILIEYHOM
npoaudepaii ¢ TOPMOHAIBHON 3aBUCUMOCTBIO, UTO
MOATBEPKAEHO UMMYHOTUCTOXUMUYECKUM HCCIIE10-
BaHMeM perientopoB acTtporeHa (ERs) u mporectepona
(PRs) [25].

Takum oOpa3zoM, IJ1sI TUCTOJIOTMYECKOU KapTUHBI
JIAM xapaxkTepHa npoJjindepanms rjiagkKoMbIIeYHbIX
BOJIOKOH, IECTPYKTUBHBIE U3BMEHEHMUSI aIbBEOJI, CTEHOK
OpOHXO0B, TUM(PATUICCKUX U KPOBEHOCHBIX COCYIOB.
AHaJIOTUYHbIE U3MEHEHUSI MOTYT BBISIBJISITBCS B Cpe-
JNIOCTEHUU, OpraHax OpIOIIHOM TOJIOCTU, PETPONEPU-
TOHEAJTbHOM TIPOCTPAHCTBE U TUM(PATUIECKUX Y3IaX.
IIporpeccupoBanue 60e3HN BeneT K (pOpMUPOBAHUIO
T. H. KUCTO3HOTO JIETKOTO.

KnuHnyeckasn KapTUHa

CamocrositennbHas ¢opma JIAM BO3HUKAET TOJBKO
Y JIUII JKeHCKOTO TT0JIa, IIPEUMYIIIECTBEHHO B PEIIPOIYK-
THUBHOM Bo3pacTe. OTHAKO 3TO He UCKITI0YAeT BO3MOXK-
HOCTU BO3HUMKHOBeHUs1 JIAM B mocTMeHonay3aabHbIi
nepuon. Yanopas popma JIAM (14,8%) moxeT mipore-
KaTh 0€CCUMIITOMHO U BBISIBJISITHCS TIPU TIPO(PIITAKTIYIC-
cKkoM irooporpadmuecKoM rcclienoBaHUN. BrisiBiieHIe
JICHOMUOM B MaTKe, IIOYKax, OPIOITHOM ITOJIOCTH, PETPO-
TIePUTOHEAIBHOM MPOCTPAHCTBE, KUIIICYHUKE U IPYTUX
OopraHax CBUACTEILCTBYET O CUCTEMHOCTH 32001 BaHMUSI.
®opMupoBaHUe JICHOMUOM B KUIIICTHUKE MOXET CTaTh

MIPUYMHON HETTPOXOANMOCTH! U TIOTPEeOOBATh XUPYPTH-
YeCKOTO BMEIIIaTeIbCTBA.

AHaIun3 KIMHUYECKUX MPOsIBJICHUI y 115 OOIBHBIX,
Habmonasmuxcs B kannnke HMW NMuO3J1, mokasan,
yTto npu tuddy3Hoit popme JIAM nepBBIM ITPU3HAKOM
00JIe3HM, KaK ITPABUIIO, SIBJISIIACH OIBIIIKA CMEIIAHHO-
ro xapakrepa. I1o Mmepe mporpeccupoBaHus 3a001eBa-
HUS OIBIIITIKA HEYKJIIOHHO HapacTtaja. [1pubam3nTebHO
y'l/ , 6onbHbIX (34,3%) perucTpupoBaIoCh KpOBOXapKa-
Hbe. [THeBMOTOpaKc BoIsABIsICA Y 50% 60abHBIX JIAM,
B 22% ciy4aeB oH ObL1 ae010TOM 00J1e3HU. [THEBMOTO-
pakc (0mHO- WU IBYCTOPOHHMIT) B HaJIbHEUIIEM, KaK
MIPaBUJIO, PEHUANBUPOBAJ, IO BPEMEHHM YaCcTO COBIIA-
Iasi ¢ MEHCTpyanueii. BoBieueHne B IaTOJIOTHYECKUI
Ipolrecc TMMMATUIECKUX COCYIOB ITPUBOIMII K HAKO-
IUICHUIO B TIEBPAJIbHOM MOJIOCTU XUJIE3HOM KUIKOCTH
y 38,0% xeHiuuH. Hepeako Bo3HUKala HEOOXOIUMOCTh
B PETYJISIPHOI 9BaKyalluy XUJIe3HOM XUIKOCTU. B psime
cily4aeB orpenesisics xuonepukapaut (16,7%), xunes-
HBII aCIIUT (XMJTOTICPUTOHEYM ), XVJTYPHSI, XVIIOPHHOpPEST,
a TakXKe MOKpOTa Xiie3Horo xapakrepa (3,7%). OkoJo
MOJIOBUHBI OOJIBHBIX OTMEYaJIi 00JIb B IPYIHON KIIETKE.
Y 60Jb1IMHCTBA OOJBbHBIX IMATHOCTUPOBAIMUCH JICHOMU-
oMbl (pubpoMroMbl) MaTKu (B 65% ciiydaes), oOpa3o-
BaHUSI pETPOIIEPUTEHUAIBHOIO IpocTpaHcTBa — B 30%,
AHTMOMUOJIUIIOMBI II04YeK — B 40%. AHTMOMUOIUIIOMBI
mouek (Kak IpaBUJIO, IBYCTOPOHHUE) Y OOJBHBIX TY-
OepO3HBIM CKJIep0o3oM BypHEBMILIS BBISIBIISIOTCS 3HA-
yuTeabHO vaine — B 70—80% ciyuaes [56]. CioHTaH-
HBbIE KPOBOTCUCHUST B AHTMOMUOJUIIOMATO3HBIX Y3JIaxX
MIPOSIBIISTIOTCST OCTPBIMM OOJISIMU B OPIOIITHO¥ TIOJIOCTH,
PE3KMM CHIKCHHEM apTepUAIbHOTO JaBJICHMUS 10 TUITY
LU PKYJISITOPHOTO KoJiiarca 1 aneMueit. Obpa3oBaHUS
1 YBeJTMUeHHUE TUMMATUICCKUX Y3JI0B PETPOIIEPUTOHE-
aJIbHOTO IIPOCTPAHCTBA YaCTO MMUTHUPYIOT paK IMOYCK,
SIMYHUKOB, TUM(MOMBI.

Cpenu 601bHBIX JIAM, HaOMIOIABITNUXCST B KIIMHUKE
HWMW nHTEepCcTULIMAIBLHBIX M Op(aHHBIX 3a001eBaHWit
nerkux [TCITI6I'MY nm. U.I1.I1aBnoBa, B 14 ciyya-
sax (12,2%) ObLIM IMAarHOCTUPOBAHBI TPOMOO3 in situ
i TOJIA, OCHOBHBIM UCTOYHUKOM KOTOPOI SIBIISIIICS
TPpOMOO3 B CUCTEME HUXHEU 10101 BeHbI (Ir1yooKue
BEHBI HIKHMX KOHEYHOCTEH 1 BEeHBI MaJIOTO Tasa). JIu-
arHoctrka TOJIA nipu JIAM BecbMa 3aTpyqHUTENbHA,
B TaKHX CIy4asiX CJIeAyeT UCII0Ib30BaTh COBPEMEHHBIC
JIydeBbie MeTonbl: couetanue KT-anruorpadum ¢ ox-
HOMDOTOHHOI SMUCCUOHHOI KOMITbIOTEpHOI TOMOTpa-
dueit (ODDKT). IIpenronarator, 4TO B psIIe CAydacB
npuurHoii TOJIA MoxXeT OBITh KaK HETTOCpeICTBEHHAS
rpoaudepanns IIaIKOMBIIICYHBIX BOJJOKOH B CTEHKaX
KPOBEHOCHBIX COCYIOB, TaK U MeTacTazupoBaHue JIAM
KJIETOK II0 COCYIMCTOMY PYCIIY, IIPUBOISIIEE K TPOM-
003y.

Teuenne nupdysHoit dpopmbel JIAM HeyKIOHHO
IIporpeccupymolnee, HO CKOPOCTh IPOTPEeCCUPOBAHUS
y OTHEIbHBIX TAIIMEHTOB pa3IndHa. TedeHne y310Boit
¢dopmeI 6osee OaronpusaTHo. HaMm nmpuxonmnock Ha-
OJIFOmaTh CIIydaili CaMOIIPOU3BOJIBHOTO 0OPATHOTO pa3-
BUTHS y3710BOI (OPMBI OOJIE3HU, TTOATBEPKIACHHON
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TUCTOJOTUYECKH, TTOCJIe HACTYIUICHUS Y TTallueHTKHN
MeHomnay3bl. [IpueM KOHTpalenTUBHBIX pernapaTos,
OCpPEMEHHOCTh U POIBI CIIOCOOCTBYIOT IIPOTPECCUPO-
BaHMIO MMATOJIOTMUECKOro mpoiecca. OmHaKO BIUSHUE
OcpPEeMEHHOCTH, a TaKXKe MCTIOJIb30BaHMST 3K30TCHHBIX
3CTPOreHOB 1 KOHTPALIENITUBOB Ha TeueHue JIAM Tpe-
OyeT najibHeu1Iero u3y4eHus.

OuarHocTtuka

Huarnoctuka JIAM cBsizaHa CO 3HAUMTEIbHBIMU 3a-
TpynHeHusimu. Jluarno3 JIAM ycraHaBiauBaeTcs B Te-
yeHue 2—6 JIeT Mocjie MOSIBICHUS MePBbIX IPU3HAKOB
3aboseBanud [20]. B rpynie 6onbHBIX JTAM, HaOm0naB-
mxcs B knnmauke HUWMMuO3J1, cpok ycTaHOBIIEHUS
JIrarHosa KoJjebascs or 1 1o 264 mMec., B CpeIHEM CO-
craBisisg ~ 32 Mec. B 6onbimmHCTBe citydaeB quddy3Hast
dopma JIAM neOroTHpyeT C ONBIIIKY, ITHEBMOTOpaKca
WY XUJIOTOpaKca. AYCKYJIbTaTUBHASI KApTUHA HE UMEET
cneundrIeCKUX YepT, XPUIIbl BBICIYIIMBaOTCSI B 9%
ciyJasix. BeIsiBneHMe ITHEBMOTOpaKca WIK THUAPOTOpaKca
(xue3Hast XXKUAKOCTh WM KPOBb), IIPU3HAKOB acIMTa
B COYETAHUHU C COOTBETCTBYIOIINMH U3MECHECHHUSIMU B JIe-
TOYHOU TKaHU (KMCTO3HAs ITePECTPOiiKa JISTOYHOI TKa-
HU) TOJDKHO BBI3BATh IION03pEHME B OTHOIIICHNH JIAM.

JlabopaTopHBIe METONIBI MCCAeHOBAaHUS (KIMHIYC-
CKMI aHAJIN3 KPOBU, OMOXUMUYECKIE, MMMYHOJIOT -
YecKMe moKa3aTeau KpoBr) HemH(bopMaTuBHEBL. Ompe-
nessieMasi B psiie ciydaeB 203MHOMIIINS KPOBU MOXKET
OBITH OOYCIIOBJICHA aJUIEPTU3UPYIOIINM BO3ICHCTBIEM
Ha OpraHu3M XUJIE3HOTO IKCCyaaTa.

K onomapkepam JIAM otHocatcst VEGF-D u MMP.
Kaxk n3BectHo, VEGF-D gaBisgeTcss curHaibHBIM OeJi-
KOM, BBIpabaThIBaeMbIM KJIETKAMHU JIJISI CTUMYJIMPOBa-
HUS BacKyjioreHe3a (o0pa3oBaHUS 3MOpPHOHATIbHOMN
COCYIUCTOI CHCTEMBbI) M aHTHOTeHe3a (pocTa HOBBIX
COCYIIOB B YK€ CYIIECTBYIOIIEH COCYIUCTON CUCTEME).
L.R. Young et al. yctanoBunu, uro ypoBeHb VEGF-D
> 800 MKT/I1 IBIIIETCSI BAXKHBIM TUArHOCTUYECKUAM Te-
CTOM IJISI caMocTosATeIbHOM hopMmbl JIAM [52]. T1pu
TyGEpO3HOM CKJIEPO3€ U IPYTUX 3a00JIEBAHUSIX JIETKHUX,
XapaKTepU3YIOLINXCSI KUCTO3HOM TEPECTPONKOM JIETOY -
Holi TkKaHu, ypoBeHb VEGF-D 0Obl1 1OCTOBEpHO HITXKE.
[Mocnemyromnye uccaenoBaHMs IIOKA3aIM, 9YTO €ro 3Have-
HHE KOPPEIUPYET C TSLKECThIO 3a00IeBaHUS (BhIpAXKEeH-
HocTh u3MeHeHnit Ha KT n cHskeHmne nuddy3noHHoi
CMOCOOHOCTH JIETKMX 110 MOHOOKcHy yriepoza [DL . ])
[53]. IuarHoctrnyeckast ”HOPOPMATUBHOCTh JAHHOTO
MapKepa ObljIa MOATBEPKACHA B IIPOCIICKTUBHOM HC-
clieIOBaHUM, KOTOpOe MoKa3ajo, yTo ypoBeHb VEGF-D
B CBIBOPOTKE KpoBH > 800 HI/MJ Y XKESHIIMH B COYCTaHUH
C TUITMYHBIMU U3MeHeHusIMU B Jierkux Ha KT cneundu-
yeH 111 JIAM U 1o3BOJISIET B psifie cliydaeB U30eXaTb
WHBA3WBHBIX METOOB JIJII YTOUHEHU qrarHo3a [52].

BEbIsIBIISIEMBIiT B aTUITMYHBIX [JIATIKOMBIIICYHBIX KJIET-
Kkax npu JIAM (t. H. knetku JIAM) nucoamanc MPP
W UX MHTUOUTOPOB (M30BITOUHBIN cuHTe3 MPP-1, -2
u -9 u yrHeteHue TIMP-3) MoxeT urparh BaxkKHYIO POJIb
B (hopMHMpOBaHUY TeCTPYKTUBHBIX M3MEHEHMUIA B JIETOY -
Holi mapeHxuMe [57]. YpoBenb MMP-9 B ceIBOpOTKE

KPOBHU U B MoYe y nauueHToB ¢ JIAM Bblllle HOPMBI.
Konuenrtpauuss MMP B Moue MOXET CIIyXXKWUTbh KpUTE-
pYeM IIpH OLICHKE TSDKeCTH 3a00sieBaHMS 1 3(PPeKTrB-
HOCTH IIPOBOIVMOM TEepaITNu.

JlyyeBas guarHocTuka

B Hacrosee Bpemsi KT BbICOKOTO paspelieHus
(KTBP) obs3aTenbHa B [uarHOCTUKE, nuddepeHIm-
aJIbHOM MMArHOCTUKE W TMHAMWYECKOM HAOIIOICHUN
0osibHBIX JIAM. J/InarHOCTHKA OCYILECTBIISIETCSI B CO-
OTBETCTBHMU C MEXKIYHApPOIHBIMHM KOHCEHCycaMH| |58,
59], moatomy nipu rtogo3peHun Ha JIAM KT opranos
OPIOITHOM MOJIOCTH ¥ MAJIOTO Ta3a B YCIOBUSIX OOJIOC-
HOTO BHYTPUBEHHOI'O KOHTPACTUPOBAHUS SBIISICTCS
00s13aTeJIbHbIM.

Muddysnoii popme JIAM nipucyia cienyromias KT-
CEMHMOTHKA:

* BO3myXcomepKallie TOHKOCTCHHBIC KHUCTHI;
* JIOKaIM3alus KUCT B SIICPHBIX OTAETAX;
* JIOKaIM3alus KUCT B pedepHO-auadparMaIbHbBIX

CHHYCaX;

* IMapagoKcalbHasl BEHTWISIIIAS KUCT;

* JIOKaJbHBICe U U dy3HBIC HapyIIeHUS Tiepdy3nn
npu ODDKT;

* ITHEBMOTOPAKC;

*  XWJIOTOPAKC;

* XWJIE3HBIA aClIWT;

*  XWJIC3HBIN ITepUKAPINT;

* IIpuW3HaKU JerouHoi runepteHzuu (JII);

* TMOpaXeHME MapeHXUMATO3HBIX OPTaHOB (IICUCHH,

MoYeK, MaTKM);

*  JICHOMMOMBI CPEIOCTCHUS;
*  3a0pIONIMHHEBIC JICHOMUOMEL.

ITpu mnddysnHoit popme JIAM TUITUYHBIM SIBJISIETCS
HaJIM4Ynie KKUCT B JICTOUYHOM IMapeHxuMe. B 3aBucumo-
CTU OT MX YMCJIa ¥ pa3MEPOB MOXKHO BBIICINUTH 3 TPYII-
el 00J1bHBIX [60]. dutst 1-i4 rpymimbl ObUTO XapaKTeEpHO
Hanuve eAMHUIHBIX (10 10 B KaXJI0M JIEeTKOM) KUCT
nramMeTpoM < 10 MM, ¢ TOHKMMHM CTeHKAMH (TOJIIIIMHA
CTEHKM < 2 MM), OKpYyTI0it (hopMbl. KMCTBI TOKaMm30-
BaJINCh XaOTUYHO, IPEUMYIIIECTBEHHO B SIEPHBIX OT-
nenax nerkux. [1pu nposegenun O@DKT y mammeHTOK
1-i1 TPYIIIIBI OTCYTCTBYIOT 3HAUMMBIC TTep(hy3MOHHBIC
HapymeHus (puc. 1).

JIms manmeHTOoK 2-i1 rpyrmbl ¢ audgy3Hoi hopmoii
JIAM xapakTepHO HaJluunue MHOXECTBEHHBIX KPYITHBIX
KKCT (mmaMeTpoM > 10 MM) B terouHoii TKaHu. [1pu
5TOM, HapsIy ¢ KPYIMHBIMUA KHCTAMU, OTIPEACIISIINCH
TaKKe HEMHOTOUMCIICHHBIC O0JIee MEIKIE, TMaMeTPOM
2—7 mm. KncThl pacnonarajanch Kak CyOrieBpaabHoO,
TaK 1 B SIACPHBIX OTAC/IAX JIETKUX, B T. 4. C BOBJICUCHUEM
B IIpoliecc pedepHOo-aracbparMaabHBIX CUHYCOB. CTCHKH
KHCT TOHKUE (B psiIe CIyJ9acB IJIOXO BU3YaTU3UPYIO-
muecst naxe npu KTBP). I1pu nipoBenerun GyHKIM-
oHasbHOrOo KT-uccnenoBaHus «Ha BbIIOXE» Y YaCTU
MMAlIMeHTOK OMpeAe/sIUCh IMIPU3HAKK TTapagoKCcalb-
HO¥ BEHTWISILIMU KUCT, YTO KOPPEIMPOBAJIO C YaCTOMU
BO3HMKHOBEHHUS ITHEBMOTOPaKCcoB. [Ipu mpoBeaecHNU
O®DKT mrst 60IBHBIX 2-11 TPYIIIHI OBLIO XapaKTEPHO
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Puc. 1. uddysHas dopMa nuMdaHrmoneiioMmoMatosa y naLmeHTKM
42 net u3 1-% rpynnbl: A — eMHUYHBIE BO3AYXOCOLAEPHALLME KUCTbI
B ALEPHbIX 0TAENAX NIEroyYHbIX Nonei ¢ 06enx CTOpOH Ha KOMMbIOTEPHON
ToMorpagum; b — yyactok nneeponHeBModubpo3a B cybnneBpanbHbIX
0TZenax HUMKHe 4onM npasoro Nerkoro; B — anepdyswa B obnactn nnes-
ponHeBModMOPO3a Ha OHOOTOHHOM IMUCCUOHHOM KOMMbBIOTEPHOI To-
Morpaduu

HaJW4YKMe y4acTKOB anepdy3uu (IpeumMyliecTBEHHO
B IIPUKOPHEBBIX OTIE/IaX), COOTBETCTBYIOIIUX aHATO-
MHWYECKO JIOKAIM3aIluK KUCT (puc. 2).

VY mauueHTOK 3-ii rPyIIbl B 000MX JIETKUX UMEINCh
MHOXECTBEHHbIE MeJIKe KUCTHI pazmepoM < 1,0 cm,
npeobnaganu obpazoBanus nuametrpom 0,2—0,5 cM.
Kak u 11t 60JIbHBIX 2-ii TPYIIIBL, JJISI HUX XapaKTep-

Puc. 2. InddysHan popma numdaHrmoneinoMmomMarosa y naLmeHTKm
55 net 13 2-1 rpynnbl: A — KOMNblOTepHasA ToMorpacdusA opraHoB rpyaHOM
KneTku; b — 0AHO(GOTOHHaA 3MUCCHOHHAA KOMMblOTEpHaA ToMorpadua

HO nuddy3HOe, CUMMETPUIHOE, TBYCTOPOHHEE pac-
IIPOCTpaHEeHUE C JIOKAIM3alNe TTPeuMYIIeCTBEHHO
B SIZIEPHBIX OTIEJIaX, BKIIIOYAst HUDKHUE TOJIM 1 peOepHO-
nradparManbHble CUHYCHI. KMCTBI OKpYTIIOi (hOpMBI,
0e3 TCHICHIINH K CIIMSHUIO, B TMHAMUKE OTMEYAIOCh
HapacTaHUe UX 9uciia 1 pa3mepoB. [Ipu mpoBeaeHUM
ODDOKT y 60JbHBIX 3-11 TPYITITLI OTMEYAICH BhIPAKEH-
HbIC TTep(y3MOHHBIC HAPYIICHUS: TPOTSKEHHBIC 30HBI
runonepdy3nu B 000UX JICTKUX, YIACTKH anepdy3nn
B CyOTIIEBpaJIbHBIX OTHEJIaX ¢ 2 CTOPOH (puc. 3).

VY HeKOTOpBIX TTAIMEeHTOK ¢ nuddy3HO0I1 Dopmoit
JIAM BBISBASIINCH UHTEPCTULIMAIbHBIE U3MEHEHUS
B BUJIC YTOJIIECHMS CTEHOK BTOPUYHBIX JIETOYHBIX JOJICK,
YYaCTKOB ITOHVKEHUS IIPO3PATHOCTH JIETOYHON TKAaHU
I10 TUITY «<MAaTOBOI'O CTEKJIa», UTO BEPOSITHEE BCETO ObLIO
00YCJIOBIICHO SIBJICHUSIMU TMM((ocCTas3a.

[Ipu nccaegoBaHUM OPTaHOB OPIOITHON ITOJIOCTH
1 3a0PIOIMIMHHOTO IIPOCTPAHCTBA Y YACTU MAlIMEHTOK
¢ mupdy3Hoit hopmoii IAM oOHapyKMBaJUCh 3a0pI0-
ITMHHBIC BHEOPTaHHbBIC 00pa30BaHMUsI, TUCTOJIOTMUECKOMN
CTPYKTYPOI KOTOPHIX SBJISIUCH JICHOMHOMEI, a TaKXKe
MHOTOKaMepHBIC 00pa30BaHMS MOHMKEHHOMN TIJIOT-
HOCTH, UMEIOIINEe HepeaKo POpMYy IIECOUYHBIX YacOB.
Ilo nanubeiM KT, mis BHeopraHHbIX 3a0pIOLIMHHBIX
JIefoOMMOM OBLJIM XapaKTepHBI HU3KME TUIOTHOCTHBIC
mmokasatenu (15—20 HU) 6e3 HakoruieHUSI B HIX KOH-
TPAacTHOTO TIpernapaTa M HaJIu4dre TUIIePBaCKYISIPHOI
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Puc. 3. [InpdysHaa dopma y naumeHTkm 57 net u3 3-i rpynnbl: A — Kom-
nbloTepHas ToMorpadmA opraHoB rPyAHON KNeTkK; 6 — ogHoGOTOHHaA
3MUCCHOHHAA KOMMbIOTEPHAA ToMorpaguA

Puc. 4. KomnbloTepHas ToMorpaua opraHoB 6pioLLIHOM NONocTy Naum-
eHTkm 30 net

Karcyisl (IIUPUHON 10 3 MM), UMEIOIIEH YeTKIE POB-
HBIE KOHTYPHI (puc. 4).

I1pu y3noBoii popme JIAM HaOmMODAOTCS IpyTHE
KT-kaprunHa, tMHaMuKa Iipoliecca 1 mporHos. B 3apy-
OeXXHO TuTepaType Mmoj y3JoBoit ¢opmoit JIAM non-
pa3zymMeBaeTCsI MeUICHHO MEeTacTa3upyIolast ielioMroMa
MAaTKH, OMHAKO HAJTMINEe CMEIIaHHBIX (DOPM, MMEFOIIIIX
xapakrepHble KT-mpusHaku y3noBoii u auddy3Hoi

dbopm, MOKeT CBUACTEIHCTBOBATH O €IMHOM 3THOITATO-
reHese 3TUX 2 TIpolieccoB (puc. 5).
KT-cemuotuka y3nosoii ¢opmbl JIAM cienyroias:
* eOWHUYHBIC YUIM MHOXKECTBEHHBIC OKPYTJIBIC Y3JIbI;
* MSTKOTKaHHasi OMHOPOIHAS CTPYKTYpa Y3JIOB;
* M3MEHEHME CTPYKTYPHI Y3J10B B IMHAMMKE;
* HHU3Kas aKTUBHOCTD y3JI0B IIPH TIPOBEACHUU TTO3M-
TPOHHO-3MUCCUOHHOI Teparuu (I19T);
* JIoKanbHBIe 1 quddy3Hbie HapymeHus mpu OPDKT;
*  J1eito(pnOPOMMOMBI MAaTKH U TTAPEHXUMATO3HBIX Op-
raHoB (TIEYCHM, TTOYCK).

Aae Trre

Gh.fh'l

Puc. 5. PasHoobpasue o4aroB B NIero4HoN TKaHU Npu 04aroBon Gopme
JIMMdaHrMoneoMMoMaTo3a Nerkux Ha KoMbloTepHoM Tomorpaduu: A, b —
e[IMHNYHbIE; B — MHOMeCTBEHHbIE
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UccnepoBaHue pyHKLUMN BHELLHEro AblXaHUs

ITpwn y3nosoii popme JIAM HapymeHnsT PyHKIIUU
BHemHero abpixanus (OBJ1) MUHUMANBHEL, a B Ie0IOTE
3a00yieBaHUS OTCYTCTBYIOT. [1pu nuddy3Hoit popme
JIAM B OOJIBIIMHCTBE CJIy4aeB OIpeAcsoTcs Heobpa-
TUMBbIC OOCTPYKTHUBHBIC HAPYIICHUS] BEHTUISIIIUOHHOMN
CITOCOOHOCTH JIETKUX, CTETICHb BRIPAXKEHHOCTH KOTOPBIX
3aBHCUT OT CTaAWU 3a00JICBaHUSI, aHATOMUUCCKHUX MU3-
MEHEHMH, TIPOUCIICAIINX B JISTOYHOI TKaH!. DTO MPO-
SIBJISIETCST YBEJIMYCHUEM OCTaTOYHOTO 00BheMa JIETKUX
(OOJI), moBbIIIEHNEM OPOHXUATBLHOTO COIIPOTUBIICHYS,
CHIDKCHMEM 00beMa (popCcrpOBaHHOTO BEIIOXA 3a 1-10 C
(O®B,)) 1o 78% n Ipyrux CKOPOCTHBIX MOKa3aTeNeii.
B 30% cinyyaeB 0OCTPYKTUBHBIE U3MEHEHUSI COYETa-
JOTCS ¢ SIBIICHUSIMM OpOHXOCITa3Ma. B peakux ciydasx
(16%) BeHTWISILIMOHHbBIE HAPYIIEHMS MOTYT HOCUTH CME-
LLIAHHBIN WX peCTPUKTUBHBIN XapakTep. XapaKTepHOM
ocobeHHOCThIO T dy3HOI hopMbl JIAM sIBsieTcs pe3-
Koe cHuxeHue DL, MHOTa yXe Ha paHHUX CTaausaX
3a0oseBaHus1. B Tabnuiie npeacTaBiaeHbl pe3yJibTaThl
KoMmImiekcHoro uccienoBanus OB/l y 6oabHBIX JIAM,
koTopble Habmoxanch B HU MuO3J1 B TeueHue 3 eT.

Tabnuua. KomnnekcHoe uccnefoBaHue GyHKLMM BHELUHErO AbIXaHUA
Yy 60MbHBIX IMMGaHroNeNoM1MoMaTo3oM; n = 32

OTKNOHEHMe
Nokasarenn M £ m (min-max) o::::::::::o
HOpPMbI, N

OEN, %, 103,8 + 7,1 (66-148) T12; 1 12; Hopma — 8
HENM, %, 83,5+ 6,4 (49-122) { 24; Hopma - 8
00T, %,y 131,1 £14,0 (92-236) T 28; HopMa — 4
00/J1/0EN 131,1 £ 14,0 (92-236) T 28; HopMa — 4
BrO, %,,.,. 124,9 £ 10,1 (95-191) T 24; Hopma - 8
00B,, %, 110,0 + 27,0 (70-194) 4 21; HopMa - 11
WHpeke TuddHo 73,4 + 4,4 (40-85) 4 22; Hopma - 10
DLy Bome 38,7 +8,7 (12-46) 132

Mpumeyanme: OEN — o6iwan eMKocTb nerkux; HEJ — su3HeHHaA eMKoCTb
nerkux; 00/1 — ocTaTouHblii 06BeM nerkux; BIO — BHyTpUrpyaHoit 06bem rasa;
DL, — addy3noHHan cnocobHOCTL Nerkinx no MOHOOKCMAY yrmepofia.

Dduobpodbponxockonus y 60abHBIX JIAM, Kak Tpa-
BWJIO, HE BBISIBIISIET KAKUX-JIMOO DHIOCKOIMMYECKUX OT-
KJIOHEHUIA OT HOpMbL. [1pK LUTOIOrMYECKOM UCCIIEIO-
BaHuu xuakoctu BAJI B 60—80% ciryyaeB BbISIBISUIMCH
remocuaepodarm.

Buoncua nerkux

Upe3OpoHxuaabHast OMOIICUS JIETKOro He TOJIbKO
He MH(QOPMATUBHA, HO U CBSI3aHA C BLICOKMM PUCKOM
IMTHEBMOTOpaKCa M3-3a MHOKECTBEHHBIX KUCTO3HBIX 00-
pasoBaHMii. B mtocnennue roapl B LeIsIX JUAaTHOCTUKU
JIAM Bce yallie UCIIOJIb3yeTcsl Kpuoouoricusi. [luarHos
MOXET OBITh BepU(PUIIMPOBAH C TOMOIIbIO BUAEOTOPA-
KOCKOTIMYECKON MK OTKPBITOI Ouoncnu gerkux. M-

MYHOTHUCTOXMMUYECKOE MCCIeIOBaHNE OMOIICUITHOTO
Mmatepuaiia Ha HMB-45 B 3HaunTeIbHOI Mepe crell-
nduuno a1 JTIAM 1 MOXeT ObITh UCITOIB30BAHO IS
nnddepeHInaNIbHOM TnarHocTuku JIAM oT rinaiKoMbI-
IICYHBIX PO EepaInii B IETKUX, BEI3BAHHBIX IPYTUMK
npuurHaMu. JuardHo3 JIAM MmoxkeT ObITh YCTAHOBJICH
0¢3 TIPUMEHEHUS] THBa3WBHBIX METOIOB MCCIICIOBAHUS
IIpY HaJIUYMU XapakKTepHbIX n3MeHeHuit Ha KT B co-
YeTaHUM C XOTS OBl OMHUM M3 CJICAYIOIINX ITpU3Ha-
KOB: aHTHOMUOJIUIIOMOM TTOYEK, XMJIC3HBIM BBITIOTOM
B IUIEBPAJIbHOM MJIM OPIOITHOM MOJIOCTH, TTOPAKEHUEM
JMM@aTIISCKUX Y3JI0B (KIMHUYECKNE PEKOMEHIAINT
2010r.) [16].

®opMynupoBKa guarHosa

OnucaHue qUarHo3a J0JKHO BKJII0YATh B ce0sl:

*  dopmy JIAM (muddysHas popma ¢ yKazaHHUEM CTe-
neru JIH 1m60 y3moBast hopma);

*  JIOKaJW3alLMIO SKCTPAITYIbMOHAIBLHBIX ITPOSIBICHUI
3a00J1eBaHUS (JICHOMMOM) TIPY UX HAJTMUNM;

*  OCJIOXHEHUs (ITHEBMOTOPAKC, XMJIOTOPAKC U IIp.).

OnddepeHumanbHasa aMarHocTmka

Bpewms oT mosiBIIeHUsI IEPBBIX TPU3HAKOB 00JIe3-
HH 10 YCTAaHOBJICHUS JUArHO3a COCTABJISIET B CPEIHEM
3 roma. Penkast BcTpedyaeMoCTh 3a00JIeBaHUS, a TaK-
Ke HecTIeM(PUIHOCTh CUMITTOMOB (BKJIIOYAsT TaHHBIC
PEHTTCHOJIOTUIECKOTO MCCIICIOBAHMS ) SIBJISTFOTCS OCHOB-
HBIMU TIPUYMHAMU OIIMOOYHOI auarHocTuku. Cpenu
OLIMOOYHBIX TMArHO30B Yallle BCErO BCTPEUAIOTCS XPO-
HUYecKasi OOCTPYKTUBHasI 00JIe3Hb JIETKUX U OpOHXUAJIb-
Hasl aCTMa M3-3a HaJIW4Us Y TAKMUX OOJIBHBIX (MOJIOIBIX
JKEHIIIMH) ONBIIIKA 1 OPOHXO0OCTPYKTUBHOTO CUHIPO-
Ma. Hepenko y aToii Kareropuy 1MarHo3 CTaBUTCS JIUILb
TTOCJIe BBISIBJICHUS XMJIOTOPaKCca, aHTMOMHUOJIUTIOMBI T10-
yek. JunddepeHInanbHy0 TMaTHOCTUKY CIEIyeT Mpo-
BOIUTH C ructronuTo3oM Jierkux (I'JI), mpu KoTopom
PELMIVBUPYIOIINI ITHEBMOTOPAKC 1 KMCTO3HAS TPaHC-
(bopMarmsI 1IerOYHOM TKAaHU TAKKE SBIISIIOTCST XapaKTep-
HBIMU TIpU3HAKaMU 00Jie3HU, ogHaKo eciu JIAM Ooseror
TOJILKO XeHIIMHBI, TO [JI — MpenmyIecTBeHHO MyKUu-
Hel [61, 62]. JIAM cnenyet nuddepeHIINPOBaTh TAKXKE
¢ 5M(U3EeMOI JICTKNX, MANOITATUISCKIM TeMOCUICPO30M
JIETKUX, TUM(GONITHON MHTEPCTUIINAIBHO ITHEBMOHM-
eit, cungpomoM lllerpena, cunapomom bepra—Xor-
ra—/Ito6e — ayTOCOMHO-TOMUHAHTHOM T€HETUICCKUM
3a00J1eBaHNEM, 00YCIIOBIIEHHBIM MyTanueii B rene FLCN
U NPOSIBJISIONIEMCST Pa3BUTUEM NTOOPOKAYECTBEHHBIX
OITyXOJIeH BOJIOCSTHOTO (DOJUTMKYJA, KNCTAMU B JICTKUX
Y TIOBBIIIICHHBIM PUCKOM BO3HMKHOBEHUSI paKa MTOYKH
1 TOJICTOTO KUIIIEYHMNKA.

I1pu BeinonHeHun KTBP Bo3dMoxxHa Bu3yaausauust
CTEHOK KHCT, UTO SIBIISICTCSI OMHUM M3 KpaifHe BasKHBIX
MIPU3HAKOB TIpu IuddepeHIINaTbHON TNaTHOCTUKE
C IPYTUMU TIPOIIeCCaMU, TIPOVCXOMSIIMMU ¢ KCTOOOpa-
30BaHUEM WJIM, UMEIOIINMU XapaKTepHbIC M3MCHECHUS
npu HatuBHbIX KT-ckaHax (puc. 6).

Bonee penko BcTpevaromecs SHIOMETpHUAIbHAS
cTpoMajibHasl capkoMa, HuskonuddepeHIImpoBaHHAs
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Puc. 6. BapMaHTbI KUCT: A — npun ﬂMM¢aHFMOﬂEﬁOMMOMaTO3E; b- JlaHrepraHCoKk1eTo4HOM r’mcTUoLnTo3e; B — K1CTO3HbIX MeTacTasax XOpUOH3NuTENnn-

oMbl; [ — bynnesHomn amduseme

JieiffloMrocapkKoMa MOTYT METacTa3upoBaTh B JIETKHUE
¢ oOpa3oBaHMEM KHUCTO3HBIX U3MECHECHU, HATTIOMUHA-
fomnx JIAM. Cpenu apyrux 3a00JeBaHU M, CITOCOOHBIX
CO3/IaBaTh TMAarHOCTUYECCKUE TPYIHOCTH, CIIeayeT Ha-
3BaTh JUM(paHTHOMATO3, TUM(MAHTHOIKTa3hl U TUMpa-
TUYeCKUe aucruiazuu [63]. 3HauuTeIbHbIe TPYIHOCTH
BO3HUKAIOT ITPU TIPOBEeACHNH TUDhepeHIINATBHOM T1a-
rHocTUKU Mexay JIAM u TC, ripy KOTOpOoM MIEHTUY-
HBIC U3MCHEHMSI B JITKUX MOTYT IJIUTEIBHO IIPOTEKATh
o6eccumnitomHo. B ornmnmuue ot JIAM, TC — cemeliHas
ITaTOJIOTUSI, COITPOBOXIAaeMasl XapaKTepHOI TpHamoii:
KOXXHBIMU TTOPaKeHUSIMU (MHOXECTBEHHBIC TUTIOME-
JIAHOTMYECKUE IIITHA Ha Koxe — 90%, MHOXKeCTBEHHbIE
COCTMHUTEIIPHOTKAHHBIC HEBYCHI, HA3bIBACMBIMH «II1a-
rpeHeBoit Koxeit» — 20—80%, uiieBoii aHrnohuopoMa-
T03 — 20—50%, mogHorreBoii pudbpomaTos — 20—90%),
HEBPOJIOTUICCKUMMU TIPOSIBJICHUSIMU (CYO3TIeHIMMAITb-
Hble y3eaku — 90%, omyxoJy U3 TMTaHTCKUX KJIETOK,
WIU aCTPOLIUTHI, TPOSIBIISIIOLIMECS CYAOPOTaMU, SIU-
JIETICHE, MHOTHA TTIOBEICHYCCKMMM PacCTPOMCTBAMU
WJIM YMCTBEHHOI OTCTAI0CThIO, — 15%) 1 mopaxkeHueM
nerkux no tuity JIAM. KnuHuuecku nmopaxeHue JIeTKUX
mpu TC He oTIMYaeTCsl OT CaMOCTOSITEIbHON (hOPMBI
JIAM. Y 6onpmmHcTBa TTauueHToB ¢ TC pa3BuBamoTCs
IOOpOKauyeCTBEHHBIC HOBOOOPA30BaHUS Pa3IMIHOMN
JIOKaJau3aluu: aHruoMmuonuinomsl (70%) u snuresu-
ajibHble KUCTHI ITo4ekK (20—30%), pabaoMuOMBI cepLia

(50—70%), MHOXeCTBEHHbIC TAMAPTOMbI CETYATKH U 1.
IMoueuno-kneTouHbIil pak pu TC BeTpevaeTcs valie,
YeM B OOIIIei TOIyJISIIUY U B 00JIee MOJIOIOM BO3pac-
Te, mopaxas ~ 3% mnauuentoB ¢ TC. B GonblInHCTBE
ciyyaeB OepeMEHHOCTD BBI3BIBACT IIPOrPECCUPOBAHUE
3a00JieBaHUsI KaK npu camocTtositesibHoM JIAM, tak
n pu TC.

JleyeHune

JlexapcTBeHHBIE TIpEITapaThl 1 METOMBI, TIPUMEHSI-
[olMecs B HacTosiee BpeMsl B Tepanuu JIAM, Heno-
ctaTouHO 3(p(PeKTUBHEL. B ¢Bs31M ¢ peakocThio 3a60-
JIEBAHUS 3aTPYIHEHO MPOBENEHUE KOHTPOJIUPYEMBIX
WCCIeAOBaHU, TIe U3y4yajaach ObI pe3yJbTaTUBHOCTh
sieyenust. B 2016 r. Obl1M Ony0JIMKOBaHbI KIIMHUYECKHE
peKoMeHIaIuu AMepUKaHCKOTro U SITTOHCKOro Topa-
KaJIbHBIX OOILIECTB 10 AUATHOCTUKE U JieueHuio JIAM
[58]. B aToM pykOBOICTBE aBTOpaMU OBIJIN TTPOaHATI3M -
POBaHBI METO/IBI JICYCHUS, TIPUMEHSIEMBIC paHee, U U3J10-
JKE€HBI COBPEMEHHBIC peKOMEHAAIINH TT0 JieueHuto JIAM
Ha OCHOBAaHMU Pe3YIbTaTOB KIMHUYECKUX UCCIICI0BA-
HU mocnenHux jet. JlyaeBast Tepammsi, TIII0KOKOPTHKO-
crepounsl (I'KC), mmMyHOCyTipeccaHTHI He 3G MEKTUB-
HBIL. YUUTHIBasI TO, UTO B raToreHese JIAM BaxkHasi poJib
OTBOIUTCSI 3CTPOTeHAM, TOJITOC BPeMsI YCUIIUS YICHBIX
OBUTIM HaIIpaBJICHBI Ha Pa3pabOTKy MeIMKaMEHTO3HOM
WIN XUPYPIrUIECKO (IyTeM yoaJleHUs] SUIHUKOB) pe-
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OyKIIMM CMHTEe3a 3CTporeHoB. Ilpemaparsl, comepka-
IIME 3CTPOTEHBI, B T. 4. KOHTPALICIITUBHI, aOCOTIOTHO
IIPOTUBOITOKA3aHBI ¥ TOJDKHBI OBITH OTMEHEHBI. HeT mo-
Ka3aTeJIbCTB B MOJIb3Y 3(h(EeKTUBHOCTH OBAPUIKTOMMM.
Panee B KauecTBe MeAMKaAMEHTO3HOM aHTUACTPOTCHHOM
Tepanuy IPUMEHSIJINCh ITPOTeCTepOH, TAMOKCU(EH,
aHIPOTCHBI, aTOHUCTHI IIOTCMHU3UPYIOIIETO TOPMOHA
(ronagmorponuH). J.R. Taylor et al. moKa3aiam, 4TO COCTO-
STHHE BCeX OOJIBHBIX, KOTOPHIM Ha3HAaYaIl TaMOKCH(EH,
YXYIIIUIOCH, ¥ TOJIBKO Y 2 13 19 00IBHBIX Ha (hOHE MTPH-
eMa MEIPOKCHIIPOreCTEPOHA OTMEYATIOCh YIIyUIIeHUE
v ctabunusanust coctosaus [64]. 1o 2016 r. s HUN
WnO3J1 nng neyenus JIAM B OCHOBHOM MPUMEHSIICS
aHTHUACTPOTCHHBIC TIpenapaThl. Kypc JedeHus cocto-
SI7T B HA3HAYCHUN THUAPOKCUIIPOTECTEPOHA KaIpoHaTa
(okcuIporecTepoHa KamnpoHaTa) BHYTPUMBIIIICUHO
o 1 Mz, 1 pa3 B 5—7 nHeii, B redenue 6 mec. B 3aBucu-
MOCTHU OT IMHAMUKM MaTOJOTUYECKOTO Ipoliecca 3Ta
034 COXpaHsSIaCh WM YMEHBIIAIACh 3a CUCT COKpa-
IIEHUSI YaCTOTHI BBEIECHMS JICKAaPCTBEHHOTO IIperiapaTa
(1 pa3 B 10—14 mueit). Ha ¢oHe Teparmm y 00JbITMHCTBA
naureHToK (90%) Hab1104a10Ch IPOrPecCUpOBaHUe
3a00J1€BaHUS: HAPACTAHUE OIBIIIKU, PELUIUBUPYIO-
e TTHEBMOTOPAKCHI, COXpAaHEHNE XIJIC3HBIX BHITTOTOB,
YBEIMUYCHHE YUCTIa ¥ Pa3MEPOB JICHOMHOM, TPOMOOSM-
6omus neroanoit aprepuu (TDJIA). belna mpeanpuHsTa
MOTBITKA TIpUMEHEeHMST TaMoKcudeHa (10 MT B CyTKHM)
B COYETAHUU C IIporecTepoHoM y 19 GobHbIX (17,6%)
JIAM. Bo Bcex cayuasix 3a0oJjieBaHME TIPOTPECCUPOBa-
JIO, HEPEAKO pa3BUBAIMCh OCOXHeHUs B Buae TOJIA
1 TPOMOO30B [65].

OTkpbITHE aHOMaNWi reHoB T.SC2, MpuBOASIIINX
K KOHCTUTYLUMOHHOM aKTUBaUuu (HepMEHTA KUHA3bl —
mTOR, mocayxuao o60cHOBaHMEM TSI TPUMEHEHUS
y manmeHToB ¢ JIAM cuponumyca (naruourop mTOR).
PanmomusupoBaHHOE IUIalIe00-KOHTPOJIUPYEMOE HC-
cliemoBaHue 0e30macHOCTH U 3G GEKTUBHOCTH CUPO-
numyca y 6oabHBIX JIAM (MILES) moka3sano crtabu-
auszauuio GyHkuuu gerkux (O®B)). B cBasu ¢ Tem,
YTO TIOCJIC OTMEHBI CUpOJMMYyca (PyHKIIMOHAIbHEIC
mapaMeTphbl YXYAIIAIUCh 10 NCXOMHOIO YPOBHSI, OBLT
cIeNIaH BBIBOJ, UTO JICYCHUE MTOJKHO OBITh IJTATEITHHBIM
[66]. Pe3ynpraThl aHaIOIMYHOIO KJIMHUYECKOTO MC-
crnenoBaHus 3 GEKTUBHOCTH CUPOJIMMYCa, B KOTOPOM
ygacTBoBanM 89 mamueHTOK ¢ JIAM, oaTBepaniIn,
YTO y OOJIbHBIX, ITOJIyYaBIINX CUPOJIUMYC, OTMEUAIOCh
yIIydIIeHUe TToKa3aTeei (PYHKIIUM IbIXaHUs TI0 CPaB-
HEHMIO ¢ TPYIIION JIMII, TTOJydYaBIInX Turaiedo [67].
Y. Inoue et al. BBISIBUIN, 9TO OaXKe IIPU YPOBHE CUPOJIH-
Myca B KpoBH < 5 HI/MJI MOKHO TOOUTHCS KIMHUIECKO-
ro addekra [68]. T. Takada et al.ipeacTaBuIN pe3yib-
TaThl IJUTEIBHOTO HEKOHTPOINPYEMOTO OTKPBITOTO
nccaenoBaHus cupoarmyca y 63 6onbHbIX JIAM [69].
HccaenoBanue mpoBOAMIOCHh B SITIOHNHU, XKEHITUHBI
MOJIyJaJI CUPOJIUMYC B TeUCHHE 2 JIET B JO3MPOBKAX,
00eCITeuYnBaloIINX KOHIICHTPAIIUIO IIpeTiapaTa B KpOBU
Ha ypoBHe 5—15 Hr/mi. [1apameTpsI TerouHoi ¢pyHK-
UK Y OOJIBHBIX OCTaBaJMCh CTAOMUILHBIMU Ha TIPOTSI-
JKEHUU BCETO UCCIIeNOBaHMs. Y OOJBHBIX C UCXOMHBIM

XUJIOTOPAKCOM HAOIIONATI0Ch 3HAUYNTEIBHOE YBEINYe-
Hue @XKEJI u ODPB , BOBMOXHO BCIEACTBHUE YMEHbILIE-
HUsI XWUJIE3HOTO BhIIoTa. HambombIiee uncio Hexkea-
TEJbHBIX SIBICHUI OBUIO 3apeTUCTPUPOBAHO B TCUCHHE
repBbixX 6 Mec. edeHust. CaMbIMU PacIIPOCTPAHEHHbI-
MU HeXeJIaTeJIbHBIMU SIBJICHUSIMU ObLIA MHGEKIINH,
B T. 4. BEpXHUX IbIXaTEJIbHBIX ITyTei, aKHETIOA00HAs
CBITIb, TOJIOBHAST OOJIb, XXKEITYIOYHO-KHUIIIEYHBIC pac-
CTPOICTBA, CHIDKEHUE MACCHI TeJla, apTepuaibHas TU-
TepTeH3Ms, TUIepxojaecTepuHemMus. Cpean cepbe3HBIX
HeXeJaTeIbHBIX SIBJICHUI 0COOBIIt MHTEPEC IPeaCcTaB-
JISIeT TTHEBMOHMUT, Pa3BUBIIMIACS Y 3 OOJBHBIX.

OBeponaumyc — narnoutop mTORI1 2-ro mokoJte-
HUS — OKa3ayicsl 3(pHEeKTUBHBIM Y TTAIIMEHTOK C TUTAHTO-
KieTouHoi acrpountoMoii (ipu TC) [56]. Kinnuueckoe
nccaenosanne EXIST2 moareepaniio appeKTUBHOCTD
5BEPOJIMMYCa B YMEHBIIICHUN pa3Mepa IMTOYeYHOM aHT -
omuoaunoMsl ipu TC 1 camocrosgTensHoMm JIAM [70].
Haubonee pacmpocTpaHeHHBIC HeXellaTeJbHBIC SIBJIC-
HUs Ha oHe IMpueMa 3BepomMyca: Ha30(apuHTHUT,
AaKHETIOM00HbIe BHICHITIAHUS, TOJIOBHAs 0OOJIb, KaIllellh
n runepxojectepuHemusi. B 2015 r. 0bIn onmyoImnKo-
BaHBI Pe3yJIbTaThl OTKPHITOTO HEpPaHIOMU3MPOBAH-
HOTO KJIMHUYECKOTO MccienoBaHUs 3(p(PeKTUBHOCTH
1 0e30ITaCHOCTH dBepomMyca y 24 mauneHTok ¢ JIAM
u TC-JIAM. ITepBUYHBIMU KOHEYHBIMU TOYKAMU OBIITN
06e30MacHOCTb, ITepeHocuMOCThb 1 ypoBeHb VEGF-D
B CBIBOPOTKE KPOBU, BTOPUYHBIMU KOHEYHBIMH TOY-
kamu ObutH TIoKaszarenu MBJI. HavanbpHas cyrouHas
J103a BBEPOJIMMYCa COCTABISIA 2,5 MT C TIOCJICIYIOIITNM
YBEIUUCHUEM Yepe3 TUTpoBaHMS 10 10 MT B TeueHME
18 Hen. ITpoduab 6e30MacHOCTH 3BEPOIMMYCa OKa3ajcs
AHAJIOTUYHBIM cUpoJnMycy B uccienoBanuu MILES.
Haunb6osee yacTo BCTpeyaOIIMMKCST HexKeTaTeIbHBIMU
s dexTaMu OBIIM CTOMATHUT, TOJIOBHAS 0O0JIb, OTEKU,
Iuapesi, TOITHOTA, KallleJib. Takue cepbe3HbIe HeXe-
JIaTeIbHbBIC SIBICHUSI, KaK ITHEBMOILIMCTHAS ITHEBMOHMS
U TSDKeJIas cepaeyHast HeMOCTaTOYHOCTh, HE PeTUCTPH-
poBaich B KiImMHNYeckoM uccienosanuu MILES. Ypo-
BeHb VEGF-D cHmKascs Ha MpOoTSKeHUH BCETO TIepu-
oJ1a JICYCHM ST, HO TIPEUMYIIIECTBEHHO B TCUCHNE TICPBBIX
8 Hen. bria BBISIBIICHA TEHACHITUS K YBEIMICHUIO (DU3M-
yecKoil paborocrocodHocTu, cradbrmnmusauust 2KEJI u He-
koTopoe yBesnyeHre OPB, 0THOCUTETEHOTO UCXOIHOTO
ypoBHs [71]. CormacHO KIMHNYECKM PEKOMEHAALINSIM
AMepuKaHCKOro U JTOHCKOIro TopakaJabHbIX OOLIECTB
10 IMAarHoCTuKe U JieueHuto JIAM, npruMeHeHue Cupo-
JIMMyca IokKa3aHo BceM 00J1bHbIM JIAM 1ipu HapyleHUn
OB/ (ODPB, <70%, . )W/Wii HAIMYMU XUJIE3HBIX BbI-
rotoB [58]. Bo Bpems Tepanuu HEOOXOIUMO TIIATETBEHO
CJICIUTB 3a TIEPEHOCUMOCTBIO TIperrapaTa, yepe3 KaxIble
TpU Mecsilia KOHTpoimpoBaTh rmokasatenu @B/, 1 pa3
B 6—12 mec. BemmonHATh KT opraHoB rpyIHOi KJIETKHA
1 eXXEeMECSIIHO OIPEACISATh YPOBEHD NEHCTBYIONIETO
BeliecTBa KpoBu. ComepkaHNe CUPOJIMMYCa B KPOBU
JOJDKHO OBITh B nipefenax 5—15 Hr/miL.

B Poccniickoit Meaepanym cupoanMyc ObIT 3ape-
ructpupoBat 23.03.09, ¢ 2016 r. — s neyeHus JIAM,
HECKOJIbKO TT033Ke TTocTaHoBIeHneM [IpaBurensctBa PO
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ObL1 BHeceH B [lepedeHb XXKM3HEHHO HEOOXOIMMbBIX
¥ BaXXHEHWININX JIeKapCTBEHHBIX IIpermapaToB. OTIBIT
npuMeHeHus cuponumyca B KimmHuke HUU UnO3J1
OTHOCHTEIbHO HEOOIBIIION, B HACTOSIIIEE BpeMsI 3TO
JIEKapCTBEHHOE CPEJICTBO MOJy4YaroT 45 60abHBIX JIAM,
19 u3 HUX — O07ee 3 meT. HavanpHast cyTouHast 1o3a co-
craBisita 1 Mr, 3aTeM KOppeKTUPOBaIach B 3aBUCHMOCTH
OT KOHIIEHTpAIIUM TIperapaTa B KpoBu. [lepeHocuMocCTh
CHPOJIIMYCa XOpoIasi, 6¢3 Cephe3HBIX HeXKeIaTeTbHBIX
apnennii. [Tokazarenu @BJ] Ha ¢oHe nedeHnsT B 00Ib-
IIMHCTBE CJIyYyaeB CTAOMIM3UPOBAINCH, TAKKE OTMEUa-
JIOCh YMEHBIIICHNE XUJIE3HBIX BBITIOTOB KaK B TPYTHOM,
TaK 1 OPIOIIHON ITOJIOCTH, YMEHBIIICHNE pa3MepOB aH-
TUOMMOJIUTIOM TIOYEK 1 KUCTOITOTOOHBIX 00pa30BaHUIA
B MaJioM Tasy (puc. 7) [72].

[Tocnenare MOCTIKEHUS B TOHUMAaHUN MOJICKYJISIP-
Horo natoreHe3a JIAM BBISIBWIM HapyIIeHKE MTpoiiecca
ayTodaruu, B CBSI3M C 3TUM ObLIa cleaaHa IOMbITKA UC-
ITOJIH30BaHMSI CUPOJIMMYCa B COUCTAHWUN C THIPOKCUXIIO-
POXMHOM C HavaJia B 9KCTIICpPUMEHTE, a 3aTeM y TTallMeH-
TOB B paMKax KJIMHUYECKOTO HcclieqoBaHus. [IBoitHoe
TopmoxeHne (MTORCI u ayrodarun) saBiaseTcs Imo-
TeHLIMAJIbHOU TepaneBTUYeCcKou crpaterueii npu JIAM.
OmHMM 13 HOBBIX TepareBTUYECKMX IToaxonoB rpu JIAM
SIBJISICTCSI TIONABIICHNE CEKPEIIN 3CTPOTCHOB MHTMONUTO-
pamMu apomMaTasbl, 0COOCHHO Y KEHIIWH B IIOCTMEHOIIAY -
3¢, KOIJa OCHOBHBIM MCTOYHUKOM 3CTPOTCHOB SIBIISTIOTCS
HagnmodyeuyHukH [73]. K mAHrmomTopamM apomaTasbl OTHO-

A

CHTCSI JICTPO30JI, KOTOPBII UCTIONIB3YETCs IS JICUCHUS
paKa MOJIOUHOM XKEJI€3bl.

Pe3ynbTaThl HAyYHBIX UCCIIENOBAHUI TTOKA3AJIU, YTO
CTaTUHBI TOAABIAIOT Tipoaudepannio TSC-HyneBbIX
KJIETOK M OJlokupyeT aktuBauuio MMP nocpeactBoM
MHTUOMPOBAHUS 3-TUAPOKCH-3-METUITIyTapuiI-Kodep-
MeHTa. B skcniepumenTte Ha monenu JIAM omHOBpe-
MEHHOE NIPUMEHEHHNE CUPOJNMYyca M CUMBAacTaTUHA
IIPEIOTBPAIIAIO ITPOIIECC NeCTPYKIINM JETOYHOM TKa-
Hu [74]. V.P Krymskaya et al. ony0IuKoBaau pe3yib-
TaThl KIIMHUYECKOTO MCCIICIOBAaHUS OMHOBPEMEHHOTO
IIPUMEHEHUSI CUPOJIMMyca U cuMBacTaTuHa (2-51 da3za),
C IOCTMXKEHUEM XOPOIIIei TepeHOCMMOCTH, HO 0e3 Cy-
IIeCTBEHHOM a(pdekTnuBHOCTH [75].

W3BecTtHO, uTO Y 601bHBIX JIAM M30BITOYHAS aK-
TUBHOCTh MMP npuBoAUT K NE€CTPYKTUBHBIM ITPO-
mmeccam 1 GOpMHUPOBAHUIO KUCT B JIETKUX. B cBSI3M
C 3TUM, OBUTU IIPEAIIPUHSITH ITOIBITKN B Ka4eCTBE
JIeKapcTBEHHOTO cpeacTBa npu JIAM ucronb3oBaTh
TOKCUIINKIINH — aHTUOMOTHUK TETPALIMKIMHOBOTO Psiza,
KOTOPBII MHTHOMPYET MPOAYKIINIO Y aKTUBHOCTb HEKO-
Topbix MMP. Onienka 3(h(eKTUBHOCTU TOKCUIINKIITHA
npu JIAM Obl1a u3ydyeHa B KIMHUUYECKUX UCCIEA0Ba-
HUsIX. YpoBeHb MMP cHukancst npakTU4YeCKU y BCexX
MalMeHTOB, HO CTEMEeHb CHIKeHUs TapaMeTpoB DB/
ObLTa OAMHAKOBOI B TPYIIIAX, IMOIYYaBIINX TOKCUIIU -
KJIWH ¥ Tane6o. TakuM obpa3oM, 3(pGHeKTUBHOCTD
TMOKCULIMKJIMHA HE YIAIOCh MOKa3aTh, M B KIIMHIMYECKUX

Puc. 7. KomnbtotepHas ToMorpadma opraHoB rpyaHoit knetku: A, b — auddysHaa popma nMMpaHrmoneioMmomatosa Nerkmx, NPaBoCTOPOHHUI XUo-
TopaKc; B, I — nonowuTensHan AMHaMMKa B BUe MCHE3HOBEHWA NPABOCTOPOHHETO XMNOTOpaKca Yepes 2 Mec. Ha GOHE SIeYeHNA MHTUBUTOPOM MULLIEHN

panaMunLMHa MNeKonuTarLux
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pekomeHgauusix 2016 r. npuMeHeHUe TOKCULIMKIMHA
HE peKOMEHIIOBAHO.

B niy6mmkatinm Song Xi et al. yITOMSIHYTO O TIpOBEIC-
HuwM ¢ 2019 r. KIMHUYECKOTO McclieqoBaHus 110 3 deK-
TUBHOCTH 1 0€30ITaCHOCTH MCITOJIb30BAHMSI HUHTCIAH -
0a B 1euenun JIAM [76]

IIporpeccupoBaHre OOCTPYKTUBHBIX HapYIICHUI
SIBJISIETCSI TIOKa3aHUEM 1T Ha3HAYCHUS JUTUTETbHOCIH -
CTBYIOLIMX [3,-arOHUCTOB U M-XOJIMHOJIUTUKOB, TIPH
Hajmuuu 6ponxocnasma (33%) K KOMILIEKCHOI Tepariu
nobasisgioT nHrangumonHele 'KC. JInutenbHas Kuc-
JIOPOIOTEepATIHSI IIPUMEHSIETCS TIPU TIPOTPECCUPYIOIIICH
JH, mpuBomsimeii K aecaTypaliii ¥ TUTIOKCEMUM.

JleyeHune ocno>XkHeHUM

[Ipu penuaUBUPYIOIIEM U CTOMKOM XMJIOTOPAKCE
Ha3HAYalT 0e3XKMUPOBYIO OUETY C J0OABICHUEM TPU-
TIIMIEPUIOB CpemHero pasMepa. HakorieHne Xune3Hoi
KMIKOCTH B TUICBPAJIbHOMN ITOJIOCTA — TTOKA3aHUE IS
ee ®BaKyalliy, IO TTOKA3aHUSIM BBITIOJIHSIIOT XUPYPTHU-
YeCKMe BMEIIaTeIbCTBa (TIepeBsi3Ka IPyIHOTO IIPOTOKA
" 1p.). PenmnuBupyoIme mMHeBMOTOPAKCH U XUJIOTO-
PaKCHI SIBIISIIOTCST TTIOKA3aHUEM [IJISI OIIEPAaTUBHOTO Jie-
yeHUs (IpeHUPOBaHUE, TJIEBPOE3, TUNIEBPIKTOMMSI).
M3BecTHO, YTO CKICPO3UPYIOIINE TIEBPY IIpermapaThl
¥ TUICBPAKTOMMUSI YBEINUNBACT PUCK OTNEPAIIIOHHOTO
KPOBOTECUCHUSI IIPH TPaHCIUIAHTAIINM JISTKNX. B HacTo-
s1Iee BpeMsl TJIeBPOIe3 U TJICBPIKTOMUS HE SBIISTIOTCS
MPOTUBOTNIOKA3aHUAMU 1J1 BbinonHeHUs TJI.

AHTHOMUOJIMIIOMBI TTOYEK pazMepom 10 40 MM Tpe-
OyIOT AUHAMUYECKOro HaOmomaeHus (yIbTpa3ByKoOBOE
uccaenoBanue (Y3U) u KT-KoHTpoJb yepe3 Kaxable
12 mec.). I1pu anrmoMmonumnax pasmMepoM > 40 MM W
aHeBpu3Me TTodek quamerpoM > 5 MM Y3U u KT crenyer
BBIMOJIHATD Kaxable 6 Mec. HezaBucumMo ot pazmepa
OMYXOJIM, HAINYME KPOBOTCUCHMS WU MTOT03PCHUE
Ha 37I0Ka4eCTBEHHOCTD TPEOYeT XMPYPTUISCKOro BMEIIIa-
TEJIbCTBA: AMOOIM3AIINS WU PE3EKIINS C COXpaHCHUEM
mouku. Crenyet n36eratb He(PIKTOMUM 13-32 BEICOKO-
TO pUCKa OCJIOXHEHHUI M MOYCYHOU HETOCTATOUHOCTH
B OymylleM.

VY 3HauuTeNbHOU YyacTu nanuueHToB ¢ JIAM cHu-
JKaeTcsl MUHepaIbHas TIJIOTHOCTh KOCTEl, 0COOCHHO
Ha (pOoHE Tepalny aHTUAICTpOoreHaMu. B ¢Bs3M ¢ 3TUM
HEOOXOIMMBI peryJIsIpHasT ICHCUTOMETPHS, a TAKKE TIPO-
¢UIaKTHKA ¥ JICUCHUE OCTEOIIOpo3a (aueTa, JiedeoHast
GUBKYIBTYpA, TIperapaThl KaIbIIvsl, KoJeKaIbldbeposa
(ButamuH D3), 6ucchochoHaToB u ap.).

IlepBas tpancrutantanms jgerkux (TJI) Oblta BeI-
nonHeHa B 1983 r. B Hacrostimee Bpemst JIAM Hepenko
saBisiercs nokaszanueM s TJI, BO3MOXHOCTb KOTOPOt
IOJDKHA 00CYKIAThCS TIPU HEYKIIOHHO MTPOTPECCUPYIO-
IeM TeYeHNH 3a0oseBaHus. [1okazaHUSIMU SIBIISIIOTCS:
nporpeccupyiouiee reueHue 6onesnn (OB, ZS%HOM
u DL 27%@%) IHI-1IV dyHKIIMOHaIBFHOTO KJIacca
10 KJ1acCU(UKALINKI CePACYHOM HeToCcTaToOuHOCT! Hbto-
MopKcKoii accolnany Kapauoioros. B HacTosee
Bpemst 1,1% Bcex TJI npuxoautcst Ha JIAM. Perpocrek-
TUBHBIN aHanu3 pe3yiabraToB TJI y 6onbHbIX JIAM no-

Ka3aJl BBKMBaeMocTh 86,7% uepes 1 rom, yepes 3 rona —
82,5%, uepes 5 et — 73,7%, uepe3 10 net — 73,7% |77].

B 2019 r. onmyonukoBaHbI pe3ynbrathl TJIy 138 skeH-
muH B CILA. B GonbinHcTBe citydaeB (81%) BblmoJi-
HSIJIaCh IBYCTOPOHHSIS TpaHCIIaHTaIMsA. MenraHa BbI-
JKMBAEMOCTH COCTaBUIa 12 J1eT, a BBLKUBAEMOCTD Yepe3
1 ron, 5u 10 et — 94, 73 1 56%. Bospacr, JII' u pe3yJib-
TaThl 6-MUHYTHOTI'O LIATOBOI'0 TECTA He BIMSUIM Ha IIPO-
JTIOJDKUTENIBHOCTD XKU3HU TTocie orepaumu [78]. Kak yxe
YIIOMUHAJIOCh, OTMEUEHA BO3MOXHOCTb pa3Butus JIAM
B IiepecakeHHOM JierkoMm. B 2016 r. Oblj1a BBITIOJIHEHA
nByctopoHHsist TJI B HM UL TpaHcniaHTOIOMMKY U UC-
KYCCTBEHHBIX opraHoB uM. akaz. B.W. Illymakosa (Mo-
CKBa) OJHOI NalMeHTKe, KoTopasi Habmonanacs B HUN
NnO3J1. 3aboneBaHue XapaKTepru30BaJIoCh HapacTalo-
e OIBIIIKON W PEIINBUPYIOIIMMI ITHEBMOTOPaKca-
MM, TeUeHHE 00JIe3HM OBLII0 HEYKIIOHHO TTPOTPECCUPYIO-
IIAM Jaxe Ha (hOHE TepaIllii CUPOJIMMYCOM I10 TTIOBOIY
PELIMINBHUPYIONINX ITHEBMOTOPAKCOB, OBLIT BHITIOJHCH
IIBYCTOPOHHMI TUIEBPOIE3, MPUBEIIICH K TOTAIBHOMY
CIaeYHOMY IIPOIIECCY, KOTOPOM OCIOXKHUI IIPOBEIe-
HMe TpaHCIUTAHTallK. B TmocieoneparimnoHHOM TIEpUOIe
MalyeHTKe BhINogHAaach aautenabHas MBJI, Tak kak
pa3BUIICS OBYCTOPOHHUI Mmape3 nuadparMsl, 3a KOTO-
pbIM nocienoBain 3atskHoit MBJI-accoumupoBaHHBIM
ITOCTTPAXeOCTOMMUECKIUIT OPOHXUT, OMTHAKO Yepe3 MECSII]
ITocjie ornepalny 0oJIbHasI ObLTa BRITIMCAHA M3 CTAIlAO-
Hapa [UIs JajbHeiieil peaduintanuu [65].

MporHos

IIporHo3s npu JIAM B GOJIBILIMHCTBE CJIy4aeB He-
OnaronpusITHBIN. boje3Hb MenIeHHO, HO HEYKJIOHHO
TIPOTPECCUPYET, U JICTAIBHBIIN UCXOI HACTYITaeT B CPOKK
oT 3 10 15 neT. Y 3keHIIMH B ITOCTMEHOMAay3aIbHOM BO3-
pacte JIAM npotekaeT 6osee OnaronpustHo. [1o maH-
HBIM S.R. Johnson et al., 10-1eTHSIST BBIXKUBAEeMOCTD
coctasisieT ot 10 1o 60%. B teuenue 10 et ot mosiB-
JIEHUSI TIEPBBIX CUMIOTOMOB yMepiio 10—20% GosibHbIX
[16]. Cnyyau CITOHTAaHHOTO OOPATHOTO Pa3BUTHS Y3JI0-
Boii (popMnbl JIAM mnpeacTaBisioT co00i UCKIIIOYEHUE.
[IpuMmeHeHe COBPEMEHHBIX METOIOB JICUCHMS TTOJIOKM -
TeJIbHO MOBJIUJIO Ha MPOTHO3 3a0oeBanusa. B 2013 T.
OITyOJIMKOBAHbI PE3YJIbTAThI JJIUTEIBHOTO HAOIIOIEHUS
401 oonbHOM JIAM. be3 Tpancnnantaumu 10-1eTHSIS
BBIXXKMBaeMOCTh ObuTa 86%, MenuaHa BBIKMBAeMOCTHU
cocTtaBmiIa 29 €T ¢ MOMEHTA TTOSIBJICHUS TIEPBBIX CUM-
IITOMOB U 23 To/1a — TOCJie YCTaHOBJIEHUS TrarHo3a [79].
®dakTopamMu HeOJATOIIPUATHOTO ITPOTHO3A SIBIISIIOTCS
OBICTPO TpOTrpeccUpylollias oablliKa, NOTepsI MacChl
TeJia, TUTIOKCEeMUsI, OPOHXOCITa3M M BBICOKMI YPOBEHB
VEGEF-D. bonee 6a1aronpusatio JIAM npoTekaeT y ma-
LIMEHTOK C Ae00TOM 3a00JIeBaHUS B TIOXIIJIOM BO3pacTe
1 He3HauUMTeTbHBIMK HapymeHusmu @B/ [17].

Mpodunakruka

IMpodpunaktuka JIAM He paspaboraHa. boibHbIe
JIAM He noKHBI KYpUTh, UX HEOOXOAUMO TIpeayIipe-
IUTHh O BO3MOXHOM Pa3BUTHUSI ITHEBMOTOpaKca IIpHU
aBuarnepeseTax, a TakXKe 0 prCKe IPOTrpecCUpOBaHUS
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3abosneBaHUs Ha (poHe GepeMeHHOCTH. [lanmeHTKaM
C HAJIMYMEM ITHEBMOTOPAaKCa WX MIEPEHECIIIM €TO B Te-
YeHHUe MpeabIAyLIero Mecsla aBuanepesieTbl KaTeropu-
4yecKU MpoTuBorokazaHbsl. bepemeHHocTh npu JIAM
CO3IaeT MOBBIIICHHBIN PUCK Pa3BUTHUSI ITHEBMOTOpaKca
¥ XUJIOTOpaKca, yxyameHus mokasareneit @BJI, pocta
AHTMOMMOJINIIOM, a TAKXKe KPOBOTECUEHUsI (JICTOYHOTO
Uy u3 anrnomuonumnom). OMHaKo ciaeayeT yUuThIBaTh,
YTO OMHUM M3 (DaKTOPOB pHUCKA Pa3BUTHS 3a00JICBaHMS
MOXET OBITh MCKYCCTBEHHOE IIpephIBaHNE OEpeMeH-
HOCTH (B 0COOCHHOCTU MHOTOKpatHoe). [laimmeHTKam
¢ JIAM npoTuBoOIIOKa3aH MPUEM 3CTPOTeHOB, BKIIIOUAsI
KOHTPAIIETITUBBI 1 3aMECTUTEILHYIO TePAIIHIO.
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