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Onpeaenenne

JIum¢paHrunoeiioMnomaros (JIAM) — peiKoe MOJIMCHCTEMHOE 3a00JieBaHHeE, BO3HHKAIOLIEE
C ITOIABJISFOLHAM MPEUMYILECTBOM Y XEHIUHUH PENPOAYKTUBHOrO BO3pacTa (18-50 ner). B
ocHoBe JIAM JIEXHUT JUCCEMUHHPOBAHHBIN MATONOTMYECKHH NPOLIECC, XAPAKTEPU3YIOWMHCS
OIYXOJIEBUHBIM pa3pacTaHHeM NaTOJIOTMYECKHUX TJIaJKOMBILLIEYHONIONOOHBIX KiieToK (JIAM-
KJIETKH) T10 X0y MEJKAX OPOHXOB, OGPOHXHOII, CTEHOK KPOBEHOCHBIX H nuM$paTHYECKHX COCYJIOB
JerKuX ¢ mocieayolieit KHCTO3HOH TpaHcdopMaLMen JIETOYHOM TKaHH, KIHHHYECKU
NPOABIAIOLIEHCA NPOTPECCHpYIOLIEH OMBILIKOH, THEBMOHHH, XHJIOTOPAKCOM, KPOBOXapKaHBEM.
JIAM MO>KET BO3HHKATB CIIOPAAMYECKH JMGO Pa3BUBATECA Y OONBHBIX C TYOEpO3HBIM
ckneposubsM komiutekcoM (TCK). Psin asTopos HabmogaroT o6ocTpeHus JIAM Bo Bpems
GepeMEHHOCTH MIJIH Ha3HAa4YeHUs 3CTPOTEHOB. ’

Ty6epo3ublii ckiepo3 (6oJie3Hb BypHeBHILISA) — PEIIKOE TEHETHYECKOE 3aboJieBaHue, pu
KOTOPOM BO MHOXECTBE OPTraHOB H TKaHeH 00pasyroTcs JN00pOKaYECTBEHHBIE OIMYXOJIH.
TToMMCHCTEMHBII XapaKTep HapyIIEHHH TOPOXXIAET INMPOKUHA CIEKTP CHMIITOMOB —
NOBPEXKIEHHS MO3Ta MOTYT BbI3BaTh SIHIIENCHIO, CHHXXEHHE HHTCIUIEKTA; IOPAKAIOTCH
BHYTPEHHHE OpraHsbl (II04KH, CepAllE, JIETKUE), XapaKTEPHBIE HOBOOOPa30BaHHUsA KOXH JIULa X
IJIA3HOTO [JHA MOTYT GBITh UCIIOJIL30BaHbI IPH HAUYaIbHOH AHAarHOCTHKE .

Cnopanuueckuii JJAM npoTekaer, Kak MpaBuilo, TsHkenee v ObICTpee NPHUBOJHUT K
GopMHPOBAHUIO JIETOUHOH HEJOCTATOYHOCTH M MHBATH/IM3ALHH. ITo>TOMY CBOEBPEMEHHOE
BRIsBIEHHKE y manuenTa ¢ JIAM npusnakos TCK MOXeT MMETh MPOTHOCTHYECKOE 3HAYCHHUE H
onpeJeNseT TAKTHKY BeAeHHUs nalnienTa. HeKoTopsie aBTOPhI o6pasHo HaspBaoT JIAM
«pa3pyIHUTENBHON GOJIE3HbI0 Nerkux» (destructive lung disease).

PacnpocTpaHEeHHOCTh

Yacrora JIAM cpean xenmun ¢ TCK cocrapnsier ot 26 10 39%, a TCK nuarHoCTHpPYIOT Y
14,8% nanuenTtos ¢ JIAM . IIpubnusurensro 85% cirydaes JIAM 4BASIOTCS CIOPAANYECKHM .

Mo MueHuo M.M.WpKoBHYA U COABT. YCTAHOBHTH HCTHHHYIO pPaCpOCTPaHEHHOCTD JIAM He
TIPE/ICTABIIAETCS BO3MOXHBIM, T.K. 3a00/IEBAHHE BCTPEIACTCS PEAKO, a IHArHOCTHKA €TI0
3aTpy/iHEHA. ABTODHI IPH aHajlu3e COOCTBEHHOrO MaTepraia (n=66) KOHCTATUPYIOT, YTO
JMArHOCTHYECKHE OLIMOKH COCTaBUIH 93%, a 3aKITIOYeHHUs MOpP(}0JI0roB ObUTH OIIHOOYHBIMH
Goliee yeM B NoJIoBHHE ciydaes (54%), ¥ B pe3ylbTaTe 3TOro CpeiHee BPEMS OT Havdajla
3a60JIeBaHHUS 10 YCTAHOBIIEHHS OKOHYATENIBHOTO IMarHo3a COCTaBMIIO 3 Tofia. Haub6osnee
YACTLIMH OINMOOYHBIMH JMATHO3aMH, M0 MIOBOAY KOTOPBIX OOJIbHBIE NOJTyYaIH JJIMTENHLHOE (Ha
NPOTSHKEHHH MECSLEB H JIET) JleYeHne, ObUIH JBYCTOPOHHSS MHEBMOHHS, TyOepKyJe3 JETKUX,
XpOHHYecKas O6CTPYKTHBHAs GOIE3HB JIETKUX, OPOHXHATbHAS acTMa, UIHOTIaTHYECKHI
huOPO3NPYIOIIMHA ANbBEONIHT, THCTHONMTO3 X JIETKUX, OylIe3Has sMpu3eMa, KHCTO3HAA
TUIOIUIA3HS JIETKHX.

B 2006 r. B Peructpe JIAM HaunonanpHOro MHCTUTYTa CEpALA, JIETKUX H KPOBH CUIA 65110
3aperncTpupoBano 230 cirydyaes 3Toro 3aboieBaHus. B pasnnyHbIX JMTEPATYPHBIX HCTOTHUKAX
NPHUBOJSATCS pa3HOPEUUBBIE JaHHEIE O 3a00J1€EBAEMOCTH U PaCIpOCTPAaHCHHOCTH JIAM. B
PYKOBOJCTBE 110 JUarHOCTHKE M JieueHuto JIAM, MOAroTOBNEHHOM IPYIIIOH 3KCIEPTOB MO
nnuiuaTuBe EBponeiickoro pecnuparopuoro obuiecrsa (EPO) ykasbiBaercs, UTo
pacnpocTpadeHHOCTh JIAM cocrtasnsier 1 ciydai Ha 400 ThIC. B3pOCIIBIX XKEHILIMH. I1o MHEHHIO
3KCIIEPTOB, PaclpOCTPaHEeHHOCTh JeroyHoro JIAM orieHuBaeTCs Ha ypOBHE 1-5 Ha 1 MutH
sxenumu. E.Anton et al., AeTanbHO NMPOAHATM3UPOBABLINE COCTABICHHBIA METOIOM
AHKETMPOBAHMS «MCHAHCKHUIA PEECTPy, B KOTOPBIH BITIOYEHBI 72 NALMEHTKH € JIAM, cuMTalort,
4TO UCTHHHYIO 3a60JIEBAEMOCTD U PacIpoCTpaHeHHOCTh JIAM, U3-3a peIKOCTH TaHHOTO
3a60JIeBaHMUs, ONPEEIUTh HE MPEACTABIAETCS BO3MOXHBIM. M3 72 nauHeHTOK criopagn4ecKui
JIAM 6511 y 63 (87,5%) u JIAM, accounnpoannbiii ¢ TCK, BcTpeyasncs TOJIBKO y 9 (12,5%)
KEHILIMH.



H.Y.Park et al. B cBOCH paboTe Ha OCHOBaHWH NPOBEICHHOTO BCEHAPOIHOTO ONpoca
OTMEYAIOT 3HaYHTENbHbIA PocT, ocobenHo ¢ 2004 r., 3abonepaemoctn JIAM cpemn xopeiickoro
Hapoza. ABTOpaMu ObUI C/IeJIaH BHIBOZ O TOM, TO MPHUYHUHOH POCTa BHOBb JMAarHOCTHPOBAHHBIX
[IAIMEHTOB ABJACTCS PE3yJIbTaT yBEIMUECHHs BbIBICHHSA PAHHEH CTanuu LAM npu mmpoxom
UCIIOTb30BaHMH KOMITBIOTEPHO-TOMOrpagpuyYecKoro (KT)-ckpuHUHra rpyAHOHN KIIETKH, T.K.
pyTHHHAas peHTreHorpapus He MO3BOJIsIa paHEe 2004 r. BU3yanu3upoBaTh XapaKTepHbIE IS
JIAM u3MeHeHHs B JerkuX. [10J0OHbIE 3aKOHOMEPHOCTH YBEIMYEHHUS BbIABICHHBIX OOJIBHBIX
JIAM otMeuaroT S.R.Johnson et al. ABTOpBI YTBEPX/IAIOT, YTO B CBS3U C LIMPOKUM BHEAPCHUEM
B KMHMYecKyIo mpakTuKy KT BbICOKOrO paspelleHHsl, MO3BOJIAIOMIEH C BBICOKOH
JOCTOBEPHOCTBIO OOHAPYKMBATh XaPAKTEPHBIC ISt JIAM u3MEHEHHS B JIETKHX, a TAKXKe C
pa3paGoOTKO# HOBBIX AMArHOCTHYECKMX KPUTEPUEB JAHHOH NATOJNOTHH, 3a00JIeBaH}E BBIABISIOT
Bce yaiie. MoXKHO POTHO3MPOBATH, YTO BCJIEACTBUE YCOBEPIICHCTBOBAHUSA IUAaTHOCTUKH
[10Ka3a Tej 3a601eBaeMocTH # pactpoctpaneHHoctd JIAM B Onnoxaiuiee Bpems OyayT

BO3pacTaTh.

Hatodusuonorus 1 natomopgo.iorus

VY 6onbpHBX JIAM B nerkux nosisitorcs ocodble JIAM KIIETKH, KOTOPBIE IPEACTABIISIOT
co6oit 60 Noxoxue Ha MHOGUOPOGITACTH! BEpeTEHO0OpasHbIE KIETKH, TH0O0 SIUTETHOH/THbIE
KieTkd. IIpoucxoxnenue JIAM-KJIETOK OCTAaeTCsl HESICHBIM, HO M3BECTHO, TO OHH MOTYT
METACTa3uPOBAaTh M0 KPOBEHOCHBIM MITH TUM(ATHIECKUM COCYIaM aHAJIOTHTHO PAKOBBIM
kierkam . [eHeTHKe, MMMYHOJIOTHH U THcToxuMuM ¢opMuposanus JIAMKIETOK MOCBSINCHD!
MHorue paGotsl. B cBoeit ny6iukaunu S.Harari et al. retanbHO, ¢ TOUKH 3pEHUS

natodpusuoaorud JIAM-KIETOK, HHTEPIPETUPOBAJIA PETHCTPUPYEMBIC KITMHHUKO-
MOPDOIOrHYECKHE U3MEHEHHS JIETOYHON TKaHH y 60/bHBIX JIAM. ABTOPBI CYMTAIOT, YTO JIAM-

KJIETKH PaCIOJIararoTCs rpyInaMi BOKPYT KUCT, BOJIb OPOHXHON, KPOBEHOCHBIX U
nmIMpaTHYECKHX COCYIOB, 00pa3ys y3/bl pa3sHOHM BeJHYHHBI, KOTOPHIE CAABIUBAIOT
NMMaTHIECKHE M KPOBEHOCHBIE cocyipl 1 6ponxy. [lopaxeHune mmMdaTHiecKux COCY/OB,
BEPOATHO, ABIIAETCSA IPHHMMHON PasBUTHs XUIOTOPaKCa WilM OTKauumBanus mmmMdsr. Hopaxenne
KPOBEHOCHBIX COCY/IOB MOXKET BBI3BIBATH MUKPOKPOBOTCUEHHS, 8 MOPaXXCHUE JBIXaTENbHBIX
TyTeil MPUBOMT K GPOHXHANEHOK 00CTPYKUMH, GOPMUPOBAHHIO BO3IYIITHBIX «JIOBYLIEKY, &
3aTeM U KHCT. ITOSBIEHHIO KHUCT CIOCOOCTBYET U pa3pyllIeHUE apXUTEKTOHUKH JIETOYHON TKaHH
MATPHKCHBIMH METAUIONPOTEHHa3aMu 1 katencunoM K, kotopsie npoayuupyotes JIAM-
KJIIETKaMH.

Y .Fukuda et al. mpoBe/u uccieJ0BaHUE CTPYKTYPhI JIETKHX C TIOMOIIBIO CBETOBOH H
3JIEKTPOHHON MHKPOCKOIHMH, @ TAKXKE HMMYHOTHCTOXMMHYECKIE HCCIICOBAHHS C LETIBIO
0GHapyKEHHUs IaCTHHA U -aHTUTPHUIICHHA Ha penapaTax, MOJTYYEHHBIX IIPH OTKPHITOK
6uoncuu. B 06pa3nax SKCTparipoOBaHHOM TKaHH aBTOPHI OOHAPYXUITH B PA3NIMYHBIX yHacTKax
CKOIUIEHHS KJIETOK IJIaKOH MYCKYJIaTyphl M CHUXXEHHUE KOJIMYECTBA 3JJACTUYECKUX BOJIOKOH, UX
pa3pbiBbl M TpaHyIANHH. IMMYHOTHCTOXMMHYECKHE HCCIIEOBAHMS Ha 3TIACTHH NOKa3aIH
OKpalIMBaHue aMOP(HBIX KOMIIOHEHTOB JIACTUYECKHX BOJIOKOH B OYarax CKOIUICHHs KJICTOK
TIaIKo# MyCKyIaTyphl. B 5THX yuacTkax Takxke o6HapyxuBaics ol -anturpurcuH. [To MEEHHIO
aBTOPOB, €CTh OCHOBAHUS NPEANONIArath, 4To sMdu3eMononoonpe usMenenus npu JJAM
Pea3yI0TCA Yepe3 Aerpajaliio 3MacTHYECKUX BOJIOKOH B CBSI3H C HapylleHueM OanaHca B
CHCTeMe 3MacTasa — ol -aHTUTPHIICHH MOOGHO BEPOSTHOMY MEXHH3MY Pa3BUTHs HACTOSAIIEH
aMpU3EMBI.

TyGeposubiit cknepos Bo3HUKaeT BeneacTBUe MyTauuii B reHax TSC1 u TSC2, xotopeie
TaK)Ke OTBETCTBEHHBI 3a pasBuThe JIAM, mpuyem MyTanuu B rede TSC2 BcTpeyaroTes vaie.
I'en TSC1 xonupyer Genok ramaptuH, red TSC2 — 6enok Ty6eprH. OCHOBHas1 pOJIb KOMILTEKCA
3THX GEIIKOB COCTOMT B MHTHOMPOBaHMH HepMeHTa KMHA3bl, KOTOPask Ha3pIBACTCA «MHUIICHBIO
panaMuIMHa MileKonuraromux» (mammalian target of rapamycin — mTOR) u sBnsercs




OCHOBHBIM PETYJATOPOM KieTo4HOro pocra. Myrauuu B resax TSC2 u TSC1 npusogsr k
axTiBalMi kuHasel mTOR U K Heperynupyemoii nposinepaluu KIeTokK .

ITHOJIOTMS H NAYOreHe3

Otuonorus JIAM B HacToslIee BpeMs OO KOHIA HE M3Y4Y€Ha, OAHAKO YCTAaHOBIICHO, YTO
naiMeHTsl, crpanaoie JIAM, uMeroT MyTalMH B TeX XK€ reHax, 4yro u ymna ¢ TCK, a umenHo B
regax TSC1 u TSC2. CnenyeT OTMETUTD, YTO MYTALIMK B JaHHBIX I'€HaX BBIBIAIOTCA KAk B

criopaauueckux ciayyasx JIAM, rak u B TCK-accouwupoBaHHbIX.

Knaccupuxauus

B 3apy0OexxHol nuTeparype HET €JUHOrO MOAX0/1a K JaHHOH HO30J10rMH. EBponeiickoe
pecniupatopHoe obuiecTBo B MoHorpaduu 54 ot aexabps 2016r otHocut JIAM x
MYJIBTUKHUCTO3HBIM 3200JIEBAHUAM JIETKUX. DTa TPyIIa BKIIOYAET FETEPOrCHHBIE HO30JI0TUH
UMeEIoIIE a0COIOTHO pa3Hble KITMHMYECKUE NPOSBICHHUS.

Mo nanuemM G.T. Finlay et al. (2004r.) , JIAM oTHOCHTCS K ONYXOJIAM, UCXOAALIMM peaxast
IpyIIa—u3 NepuBacKyIApHBIX snurenionaHbx kietok (II12Komam). IIDKomer
ME3ECHXUMANIBHBIX ONyXOJIel, KOTOPHIE OCTPOCHBI U3 TIEPHBACKY/IAPHBIX SIUTEITHOUHBIX
KJIETOK C IBOMHOM MBILICYHOM ¥ MenanouuTapHoii quddepenimposkoit. K rpynne IT9Kom
OTHOCATCS Pa3HbIE MO JIOKATH3AIMH ¥ KITHHHYECKOMY TEUCHHIO OIYXOJIH MMOYCK, EUYCHH,
JIETKMX, MaTKU, MSITKUX TKaHel KoHeuHocTed U koxH. [Togasnsronias yacts II19Kom

IIOGpOKa'IeCTBeHHBIC OITYXOJIH.

Mo nannemM M.M. Mnbkosuy, (2008, 2016r.) JIAM opdanHoe 3aboseBaHue, ITOpaXKaKOLIee
JKEHIIUH JIETOPOJHOTO BO3PACTa, XapaKTEpH3YIOIIEeecs OMyXO0JIeN0oJOOHBIM pa3pacTaHHEM
IJIAJIKOMBIIIEYHBIX KJIETOK B CTEHKAX ajbBeOJ, M0 XOXY TMMGaTHUECKUX U KPOBEHOCHBIX
COCYJIOB C HCXOJIOM B KHCTO3HYIO TpaHCGHOPMALIMIO JIETOYHOH NIaPEHXHUMBI, & TAKXKe
MOPaXEHUEM OPTaHOB — MHIIIEHEH (TIOUEK, MATKH, IEYEHH, TUM(ATHUECKHUX y3JIOB, OTHOCUTCH K
MHTEPCTUIMATLHBIM 3a00JICBaHUAM JIETKUX M BXOIMT B IOATPYIIY JIETOYHBIX AUCCEMHUHALMMA
onyxojepoit mpupos! (MnekoBuy M.M., 2016) (pucyHok. 1). Pucynok 1. — Knaccudukanus
HHTEPCTUIMAIBHBIX 3a00/I€BAHUMH JIETKAX

JlucceMMHUPOBaHHbIE 3200/1eBaHUA JIETKHX
PeHTreHOI0rn9ecKHil CHHAPOM Jero4Hoi nuccemunanuu (Mabkosny M.M., 2014r) Puc.1

OnyxoeBbie IUCCEMUHALUN:
-BAP

-MeracrazupoBanue

-JIAM

I'panynemaro3ssr:
-Capkouo3
-I'mctronuros X
-ATI
-ITHeBMOMHKO3EI
-TTuerMOKOHUORKT

~.

HHTepcTULIHANIbHBIC
3200JIeBaHUSA JIETKUX

Bone3nn HakomieHus:
-JIAIT
-Muxkponuras
-AMuionno3
-OcreomnacTuyeckas
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dudposupyrouue
aJIbBEOJIUTHI:
-UDA
-DAA
-OTA
-Cunppom @A npu [IBCT

Backynutsl:

-V3enKoBBIH MOJIUAPTEPUUT
- 'panynemaro3 Berenepa
-Cungpom Yapmk-Crocca
-UneonaTHyecKuineroyHoln
recacuziepos

-C-u I'yanacyepa




Kaunnueckue nposiBJIeHUs

OcHoOBHBIE KIHHHYecKue nposieieHus JIAM BecbMa cnenn@uyHbl pH JETOYHOM
JIOKQTH3aIUK TIPOIIECCa, | B TO XK€ BPEMS OTIIMYAIOTCA OONBIIMM pasHOOOpaskeM Nnpu
accormanuy JIJAM u TCK win skcTpanyibMoHanbHOH nokam3aumei JIAM. Cneuuduunsie
NPU3HAKHU JIETOYHOH ¢dopmel JIAM: mporpeccupyrollas oOJpllIKa npu bu3nyeckoi Harpyske,
Kalleb, CIIOHTAHHBIH MHEBMOTOPAKC, XHIIE3HBIH MJIEBPAJIbHBIA BHINOT (XHIOTOPAKC) U

KpoBoxapKaHbe. Pexe BcTpeyaeTcs U aumdopes.
B 2010 r. ony6auxosansl «KiTHHHYeCKHe peKkOMeHauuH EBporneickoro pecnuparopHoro

061IecTBa MO JUATHOCTHKE U BeJICHUIO IUM(PAHTHOIEHOMUOMATO3a», COTJIACHO KOTOPHIM
auario3 JIAM MOXeET MMETh Pa3sHYIO CTENEHb BEPOSITHOCTH B 3aBUCUMOCTH OT KIMHUYECKUX
JAHHBIX, HATMYHS WM OTCYTCTBHS THCTOJIOTMYECKOTO MOATBEPKICHHS, BHENICTOYHBIX
nposienenuii, kaptunsl KT. YkaszanHsle KpuTEpHH OCHOBaHBI HA PE3YJIbTaTaX HECKOJIBKHX
KPYNHBIX HCCIIENOBAHNH H MHEHHH JKCIIEPTOB.

Beccnopubiii anarnos JIAM:

* )XKEHCKHMH MO IUTIOC HATHYHE OOO0T0 U3 NEPEYUCIICHHBIX HUKE BHEJICTOYHBIX MPOSIBICHUM;
* aHTHOMHUOJIMIIOMBI TIOYEK;

* XHJIE3HBIH BBINOT B IUIEBPAJIbHOM MM OPIOLIHOM MOJIOCTH;

* THMGbaHTHOIEHOMHOMBI HITH THCTONIOrHYecKue Npu3Haku JIAM npu 6uoncuu numboysia;
* TyDepO3HBIi CKIIEPO3.

[Ipu HaTM4YKK 3TUX KPUTEPUEB HE TPEOYETCS TMCTOIOIHYSCKOro NOATBEPXKACHHUS THarHo3a.

Beposithbiii nnarunos JIAM:

* XapaKTepHbIe KIMHUYECKHE TaHHbIE IUTIOC THITHYHbIe u3MeHenus Ha KT nerkux, nu6o

* TunuuHbple u3MeHeHust Ha KT nerkux y 00JBHOro ¢ aHrMOMHAOJIMIIOMAMH UITH XHJIE3HBIM
BBITIOTOM B IIJIEBPAITBHOM WM OPIOIIHON NOJOCTH.

MaJsioBeposiTHbIH Auarso3 JIAM:

» xapakTepHble n3MeHenHs Ha KT nerkux npu OTCyTCTBUH COOTBETCTBYIOIIMX KIMHAUECKHX
nposiBjieHui. B Tako# cutyaunu tpedyercs anddepenunanbHas IHarHocTuKa ¢ IpyruMu
3a60J1EBaHUSAMH (THCTHOLIMTO30M X, MOJIOCTHBIMH METacTa3aMHU, CENITUYECKON SMOOIHEH,
JIETOYHOM CEeKBeCTpallueit, SMpHU3eMOH, KHCTO3HBIMH OPOHXOIKTa3aMH), B IEPBYIO 0Y€EPENb C
IOMOUIBIO THCTOJIOTHYECKUX U UMMYHOTMCTOXUMHUUECKUX METO/IOB.

JlaHHOE PYKOBOJCTBO SBIIAETCS NEPBLIM MEXIYHAPOAHBIM KIIMHUYECKUM PYKOBOJCTBOM IO
JIAM. Ero co3nanune notpebOBaIo y4acTUs MHOTHX CIELIMAIUCTOB U3 pa3HbIX CTpaH. B cBsi3Hu ¢
OTCYTCTBHEM JI0CTATOYHOM JI0Ka3aTeIbHOM 6a3bl, [ist BBIPAOOTKH PYyKOBOJCTBA OBLI
HCIT0JIb30BaH NMPHEM KOHCEHCYCa, OCHOBAHHBIM Ha COYETAHUH JOKA3aTENbCTB U MHEHHHI
3KcnepToB. [ 1aBHas 11eJIb 3TOr0 JOKYMEHTA — IOMOYb NAIMEHTaM 3a C4ET PaHHEH JHArHOCTHKH
¥ ONTUMAILHOTO JIEYEHHs B CTPaHaX C JIFOOBIMHU pecypcaMy 3ApaBOOXPAHEHHUS.

[MpuunHaMH OABIIIKH CITyXaT OpoHXHaIbHAsA OOCTPYKIIMS M KUCTO3HAs leTeHepalusl
JeroyHor Tkand. CIOHTaHHBIH ITHEBMOTOPAKC HEPEKO CTAHOBUTCS MEPBBIM NPOSBICHHEM
JIAM . Psg aBTOPOB CUHTAIOT, YTO PELUIMBUPYIOIIUN THEBMOTOPAKC Y HEKYPAIIHX XECHIMH
JOJKEH paccMaTpUBaThes kKak npeaukrop JIAM, nostoMy UM B 00s3aTe€IbHOM MOPSIKE
Heobxoaumo nposenenue KT, B ToM unciie M CKpHUHIOBOM pexkume. [Iporpeccupyrolast
ofpilIka Npu Gu3HUECKO# Harpy3ke HabmoaaeTcs npuMepHo y 80% 60JIbHBIX,
peuraMBHUpYIOLIHii THeBMOTOpaKke — Y 50-75% Psj aBTOpOB MOMMMO XHJIOTOpAKCa HabJo i
XWIC3HBIH aCUMT, TUMbENEMy HHKHUX KOHEYHOCTEN M NaXxe ArOAHIL.

W3 BHenerounsix hopm JIAM B iuTepaType ONnUCaHbl Clydau MeAHaCTHHATBHOR
nuMbanenonatuu. Tak e OnUCLIBAIOT KIMHUYECKOE HAGIIOIEHHE, KOT1a NIEPBBIM MPOSBIECHHEM
JIAM Obu1 BbIpaXXeHHDIH 1BYCTOPOHHHIT OTEK HOT BCJIEACTBHE OOCTPYKIIMH BEHO3HOTO
KpOBOOOpalleHHs 1 3ame1ieHus TMMGOOTTOKA MACCHBHOM JTMM(BAaHIHOMOM, pacrionarasiieics
napakaBaibHO. [Ipn npoBeicHHOM B MOpsjIKe KOMIIEKCHON AHarHOCTHKK KT BbISBIEHBI
TIOJIMKUCTO3HBIE U3MEHEHUS B JIETKHX.




E.Lajtman et al. onucsiBaioT isa HabmoaeHus, koraa Maccel JIAM pacnionaranuce s
3anMpaTenbHOi SMKe 0677aCTH Taza BOKPYT Hapy)KHOH 10B3/101IHON apTepyu. Kimunuyeckn 310
NPOSIBIIANIOCH Ta30BbIMH 60/1AMHU 1 xuiie3HbM acuuToM. K.Tanaka et al. [63] onucanu
kuHuueckoe Habmoaenre JIAM 3a0proluMHHOM JIoKann3anuu 6€3 Kakux-I1ub0o CUMIITOMOB
pecnuparopHbIx 3a6onepannii. Ho npu nposeseHyy noceayiomeH nojanopraiHoi
JIMarHOCTHKH ¢ TOMOIIBI0 Beicokopaspewatoinero KT, B jierkux obHapyxeHbl GecCUMIITOMHBIE

HOTHKUCTO3HBIE M3MEHEH U, XapakTepHble 11 JIAM.
N.A.Wani et al. Ha6110,Ja)TH MAKEHTKY ¢ JOMHHHPYIOIKM JIAM-nopaxeHneM o01acTH 1eH H,

B 4YaCTHOCTH, ﬂpeMHOﬁ BE€HBI, 1P KIIMHUYECKH 0eCCMMNTOMHBIX KUCTO3HBIX N3MEHEHHUAX B

JIETKHX.
Jnarnocruka JIAM

CornacHO KITHHHYECKMM peKoMeHalnaM Esponeiickoro pecnuparopHoro obuectsa, JIAM
MOXET JUArHOCTHPOBATHCS C Pa3HOM CTENEHBIO BEPOSTHOCTH B 3aBUCHMOCTH OT KIIMHHUECKHX
JAHHBIX, HATHYHS WIH OTCYTCTBHS FUCTOJIOTHYECKOrO MOATBEPXKACHUSA, BHEJIETOYHBIX
nposisnennii, KT-xaptunbl. Beccriopasiii nuardo3 JIAM TpeOyeT cobmoieHus CIeyIomMX
KPHUTEPHEB: XEHCKHIH MOJT TUIFOC HATHYHE aHTHOMHOJIMIIOM MOYEK, XHIJIE3HOTO BHINOTA B
IUIEBPATLHON HITH OPIOMIHOM MOJ0CTH, IMM(PAHTHONCHOMUOM HIIH THCTOJIOTHYIECKNX TIPH3HAKOB
JIAM nipu Guoncuu tumdoysna mubo Hanuyue TC. BbisBICHHE 3TUX KPUTEPHUEB HCKITIOIACT
HEOOXOIMMOCTh THCTONIOTMYECKOTO TIOATBEPXKAEHHS JUarHo3a. BeposaTHbIH IHarHo3 JIAM
BHICTABJLIETCS TIPH XapakTePHBIX KIMHdecknx 1 KT-npusHakax 3a6oneBaHus 1ub0 npu
BBIBICHMH TUNHYHBIX KT-u3MeHenn# terkux y 60J1bHOrO ¢ aHrHOMHOJIMIIOMAMH UITH
XHJIE3HBIM BBINOTOM B ILIEBpANbHOM MK GpromHoi nonocT. Jluarnos JIAM ManoBeposTeH,
eciu xapakTepHble n3MeHeHHs Ha KT Jerkux BeIBICHB! Y GONLHOTO 6€3 COOTBETCTBYIOLIMX
KJIMHHYECKHX NposiBiennil. Takas cutyauus TpebyeT auddepeHinanbHOl AMarHOCTUKH C
JAPYTUMH KUCTO3HBIMH 3a00JIEBAHHSIMHU JIETKUX.

O653aTeIbHBIM KOMIIOHEHTOM JHArHOCTUKH JIAM sBnsieTCs UCCIIEJOBAaHHUE JIETOYHOM
DYHKLMH, KOTOPOE IOMUMO CIUPOMETPHH JIOJDKHO BKIIOYATh H3MEPEHHE JIETOUHBIX 00beMOB
(6oaumieTm3Morpaduio) ¥ a1ddy3noHHOH cnocobHoCTH Jerkux. Kak npasuio, p 3ToM
BLISIBJISIIOT IIPOTPECCHPYIONIYIO OPOHXHATBHYIO OOCTPYKIMIO K CHHXKEHHE nuddy3nonHOM
crocobHOCTH Jlerkux. CHukeHue nerouHoi nubdysuu npu JIAM oOHapyxuBaeTcs 4aliie, YeM
camxenre O®B1, u cuutaerca Haubosee paHHUM QYHKIMOHAIBHBIM MPU3HAKOM 3TOrO

3a00JI€eBaHH.

I'ucrojornyeckas JHarHocTuka JIAM

TIpu rHCTONOrHYECKOM HCCIIEJOBAHMH OHONTATOB IETOYHOH TKaHH NPETNOIONKEHHE O JIAM
JIOJKHO BO3HUKATh IIPH NPeobajaHiy B NIPenapaTax KHCT, MHOXECTBEHHOH y3€IKOBOH
nponudepaly He3pelbiX [TaAKOMBILICYHBIX KIETOK H NMEPHUBACKYJIAPHO PaCMOIOXKECHHBIX
aNUTENUOUHBIX KieToK (Puc.2). Ecnu rucroioruieckas  g- «
KapTHHa He NO3BOJISIET C yBEPEHHOCTHIO CY/IUTh O
JUarHo3e, cliegyeT BBIIOJIHATh
MMMYHOTHCTOXMMHYECKOE UCCIIEIOBAHUE C OKPACKOH Ha
0-aKTHH IJIaJKAX MBILIL H ¢ MOHOKJIOHAJIBHBIMH
aHTHTEIaMH TMTMEHTHOM MenanoMbl yenoseka HMB45
(nockonpky JIAM-KneTkn 3KCNpecCHpyoT
rnuxonporerH gpl00 — mapkep kieTok Menanombl). [Ipu
auarHoctuke JIAM taxxke nnomoraer
HMMYHOTHCTOXHMHYECKOE BBLIBJICHHE PELENITOPOB K A

R R R

3CTPOIrcHaM U IPOreCTCpoHy . Puc. 2. l'monormec:@ MIMOHEHMS) B NEFONHOR TXaH
NP NAM: MHNepTPOGINA TMAAKOMLILLIGUHOR TK3HK B CTEIHKe
WONL (CTPenKa). OKPAcKa remMarokGANHOM i SO3MHOM.
um‘:lloo {naumuie A M.H. M.B. Camconogoh, DTBY «HUWA
iy RLMOHOROR M OMBA)




I‘eHeTHuecKasl THATHOCTHKA

JIAM He sBIs€TCS [eHETHUECKH NETEPMUHHPOBAHHEIM 3aboieBaHHEM, [TOITOMY IeHETHYECKas
JMArHOCTHKA IPH HEM HE 0Ka3aHa, B TO BPEMs Kax 60pHBIM TC peKOMEHIYIOTCA
reHETUYECKOE TECTHPOBAHHME M MEMKO-TEHETUYECKOE KOHCYILTHPOBAHMC. B cBs3M € 3TUM Y
6obHbIX JJAM ans BeisBreHus npustaxos TC Heo6X0MM TIIATENBHEIH COOp CeMeHHOTO
anaMHe3a, a KITWHHYECKOe HCCIEI0BAHNE IODKHO OXBATBIBATE KOXHBIC MOKPOBEL, ceTyarky
[71a33 ¥ HEPBHYIO CHCTEMY, IPUYEM K 00C/IEI0BAHHUIO TAKUX OOJIbHBIX CIIEAYET NIPHBJICKATD
CHELHATACTOB, MMEIOLIHX ONBIT AHATHOCTHKH 3TOTO 3a00JICBaHUsI.

Pentrenonornueckasn, KT u MPT auarnocruka

PeHTreHoIorHuecKue npu3Haky JIAM J0CTaTOUHO OAPOOHO OMMCAHBI B TUTEPAType.
OCHOBHBIMH PEHTIEHONOrMYeCKMMHU Mpu3Hakamu JIAM Ha OOBIUHBIX PEHTIEHOrPaMMax
apnsoTcs AU dy3HOE YCUIIEHHE JETOYHOro PUCyHKa CETYaTOro XapakTepa, sencras
TpaHcOpMALUs CTPYKTYPHI JIETKHX 33 CYET MHOXKECTBEHHBIX TOHKOCTCHHBIX BO3/YIIHBIX KHCT
pasIMYHOM BENMYMHBL, @ TAKXKE YBEJIMYCHUE 00beMa JIETKUX.

B paHHeii cTaguy 3a601eBaHMs PEHTTCHONOTHYECKHE H3MEHECHHUS MOTYT HE BBIABIIATECH,
0cOBEHHO KOTa OTCYTCTBYET MHEBMOTOPAKC MIIH NIEBPAIbHBIA BBIIOT (xunoropakc). T.Suzuki
et al. ony6GaMKOBaIM KITHHHYECKOE HAOMOIEHHe, Kora y 28 neTHel MalUEHTKH C
peumauBrpytomeM naueemoropaxcoM npu KT naronornyeckux M3MEHEHHUH B JIETKHX, 34
HCKITIOUeH MeM HEBOMBIINX alMKATBbHBIX Oy, He 6bUI0 BBIABIEHO. 110 KIIMHUYECKHM
NOKa3aHMsM ObliIa BBIMOJIHEHA BHIEOTOPAKOCKONUYECKasd Pe3eK1irsl BEPXYLIKH JIEBOTO JIETKOTo.
TIp1 MIMMYHOTHCTOJIOTHYECKOM HCCIIEJOBAHMU OOHApYKCHBI aHTUTENA, crienupuyecKue s
JIAM. J.A.Borovansky et al. Tog4epkMBaroT, uTo W3-3a peaKoil 3abonepaeMocTu JIAM 1
Hecnen(pUUHOCTH CHMITOMOB, OCOOEHHO Ha HAaYaIbHBIX CTAUsIX €T0 PA3BUTHS, OTMEHACTCH
160 TUIIOHATHOCTHKA, IHOO BBICTABISETCS OMIUOOUHBIH AMarHo3. 110 3To# npuyMHe aBTOPLI
noyararot, 4to JJAM MoxeT 65ITh GoJiee pacpoCTpaHEHHBIM 3a00JIEBAHMEM, YEM CUUTAIOChH
paHee, ¥ KpaiiHe BaXKHO, TI0 UX MHEHHIO, YTOOBI OblTa 6oJiee yBepeHHas IUarHOCTHKa
3a00JIeBaHKs Ha 3Tanax MEPBUYHOM MEAUIIMHCKOH IIOMOIIH U NAalMEHTEI CBOEBPEMEHHO
HaIpaBJIsJIMCh B CHIEUAAIM3HPOBAaHHbIE LEHTPBI. ABTOpaMH CIIPaBeJIMBO MOAYEPKABACTCS, YTO
TpaJMIHOHHAS PEHTTeHOTpadus 3HAYMTENBHO YCTYNACT 10 YYBCTBUTEILHOCTH U
nupopmarnsHocTd KT ¥ IpH ee UCIOJBL30BaHHMH TIPE00Ia/IaeT MHIIOAUArHOCTHKA 3200 IEBAHHSL.
Dr0T GaKT MOATBEPKAACTCS H B LIEJIOM PAZE APYTUX MyONMKaLHH .

B HEKOTOPHIX HAyYHBIX pabOTaX YKa3bIBACTCs, YTO JaXe B Pa3BEPHYTYIO (a3y 3aboeBaHus
TPaJMIMOHHBIE PEHTTEHOrPaMMBI He SABJISIOTCS ClielnruyHbME 1711 JIAM, MHOXeCTBO KHCT B
napeHxume nérkux He qudpdepeHunpyercs. I1o MHEHHIO OONBIIMHCTBA CIIELHATHCTOB,
3aHMMaroIuxcs npobiaemoit JIAM, anbrepHaTHBB! COBpeMeHHBIM MeTogaM KT B HacTosiiee
BpeMs He cyniecTByeT. B psje paboT npezcrasiena noapodbnas KT-pentrenocemuornka JIAM,
auddepenunansHo-aMarHoctuueckue kpureput JIAM u npyrux 3aGoneBanuii opraHoB
ABIXaHHSI, IPOSIBIAIOIMXCS KUCTO3HOH TpaHchopMalldelt IErOYHOM MapeHXUMbl B HHTEPCTHIHA.

J.Ley-Zaporozhan, paccmarpuBast CKHATOTHUECKHE GEHOMEHEI TUTIOBEHTUIISLUH U
TUNEPHHQIIALMH, MO3AHKH IIOTHOCTEH JIETOYHOM MapeHXMMBI (M3-3a MO3aHYHOM NepPy3ud KM
BO3JYIIHBIX JIOBYIIEK) pH KT TOHKMMU cpe3amy y TALUEHTOB C Pa3IHUHOM JIETOUHOMN
NaTOJIOTUEH, NIPEAIAraloT B KaYeCTBe OTIIMYMTENbHBIX IPU3HAKOB KUCTO3HBIX CTPYKTYP OT
runepun sy (B pe3yapTare SMPU3EeMbl U «MO3aUYHBIX Y30POB»), HCIOIb30BATh, IPH
ananmnse KT-uzo6paxennii nuddepeHMpoBKy CTEHOK B KHCTO3HBIX MONIOCTAX. JleTanbHO
PEHTIEHONOr4eckas KapTUHA JIETOUHbIX nposiBienuii JIJAM otpaxena B pa6ore J.Kirchner,
U.Lorcher. ArTope! mosuepkuBaior, uTo B pe3ysnTaTe Nponudepanyy KIeToK HIaIKon
;‘ggzzzgr;b;;;;z?fgzgfna.msuy}o, IIEPUBACKYJISAPHYIO M NEPHIHMGPATHYECKYIO KIETYaTKy

PYKTHBHbBIC M3MEHEHUS B MapeHXUMe Jierkux. ITpu oneHke
pesynbraros KT-nccnenopannit 12 maumenToR ¢ rUCTONOrMYecKH MOATBEPKASHHEIM JIAM, OHH



OTMEUAIOT y BCeX GOMBHBIX AUQdy3HbIE PETHKYIAPHBIE CHIKEHHSA THEBMATH3AIMH, [I0JTHKHCTO3
U yBenuueHHe 00HEMa JIETKAX. ABTOPEI MOCTY.IMPYIOT /182 OCHOBHBIX THIA JIAM: onuH — B
pesynbTate M dY3HOTO PACTIPENENCHHS MHOXECTBA MENKHX KHCT, IPyTOH OTpakaeT Gonee
cepb&3Hble pa3pyLICHHs JIETOYHOH NAPEHXUMBI C 00pazoBaHHE KPYNHBIX, OTCTOSIIMX JIPYT OT
Apyra KucT. OTMEUaeTCs, 4TO OKPYKAIOLast JIEro4Has TKaHb 4acTo He M3MEHEHa, O/IHAKO
[10J1araroT, YTO coyeTaHhe GUOPO3HBIX U KUCTO3HBIX H3MEHEHUH HE IPOTUBOPEUMT AUArHO3Y
JIAM, Ho anddepeHIMaTbHAsS IMArHOCTHKA IIPY 3TOM 3HAYUTENBHO 3aTpyAHeHa. MHorue
aBTOPHI YKA3BIBAIOT HA TO, YTO KMCThI OBIBAIOT IBYX THIOB: MEKNE MHOXECTBEHHEIE, THNA
COTOBOTO JIEFKOT0, M KPYIHbIE KUCTHI, HATIOMHHaroIHe Oyiuie3nyio smbusemy. Pazmepst kuct
MOTYT BapbHpOBATh OT €/IBa Pa3IMYMMBIX 10 25-30 MM B IMaMeTpe, KOJIUYECTBO — OT
€JMHUYHBIX KHCT 0 MOYTH ITOJHOTO 3aMELICHHS HMH JIETOYHOH MAPEHXUMBI, TONIIMHA CTEHKH
MOKET KoJIe6aThCs OT MOYTH HEBUAUMOM 110 2 MM, pexe — 10 4 MM.

JAuddepenunajbHbIi AHATHO3

IIpy OTCYTCTBHM JOCTATOUHOIO KOJHYECTBA AHArHOCTHUECKUX KpuTepueB JIAM Heobxoaumo
Mg depeHIMpOBaTh C APYTMMH KACTO3HBIMH MOPKEHUSIMH JIETKHX: JIAHT€PTraHCOKJIETOYHBIM
THCTHOLIMTO30M (THCTHOLUTO30M X), OyJUIe3HOH 3M(pH3EMOM, IIOPKEHUEM JIETKUX NIPU
cunapome lerpena, numdounTapHoi HHTEPCTULHMATIBHON MTHEBMOHHEH,
TUIIEPYYBCTBHUTEILHBIM THEBMOHHTOM, aMUJIOUI030M, JIEHOMHOCApKOMOH, CHHAPOMOM bepra—
Xorra—Jlybe (reHeTHYECKMM ayTOCOMHO-JIOMHHAHTHBIM 3200JIeBaHHEM C TTOPAXKEHUEM KOXHY,
JIETOYHBIMHM KHCTaMM M Pa3JIHYHBLIMH ONYXOJAMH M0YEK) U TMM(AaHTHOMATO30M.

Benenue 600abHLIX

Kpurepuu nporuosa mis JIAM noka He pa3paboTaHbl, HO 00Jiee arpecCUBHOE TEYCHUE
3abosieBaHUs HAOTIOJaeTCs IPU pa3BUTHHU 00JIe3HH B 60JIe€ MOJIOZOM BO3pacTe; B ClIydasX,
xorja 60JIe3Hh HAYMHAETCS C OMBILIKH, a HE C THEBMOTOPAKCa; MPH BHISBICHUH CHIMXCHHON
neroyHo# nud¢y3uu B MOMEHT IIOCTAHOBKH IMarHo3a U MoJIOKHUTEIBbHON peakilii Ha
OPOHXOJIUTHKH.

OCHOBHBIM NIPH3HAKOM HeOIaronpusaTHOro TeueHus JIAM sBisieTcst nporpeccupyroiiee
CHHOKCHHE JIETOYHOM (QYHKIMH, IPHUBOASIIEE K XPOHAUECKON AbIXaTEILHON HENOCTATOUHOCTH
yepe3 5—10 e nocne nocraHoBKM auarHosa. Cxopocts cHxkenuss O®B1 cocTaBisier y Takux
6ombHBIX 70—120 MI/TOA, XOTS B HEKOTOPBIX CITy4asx JeroyHas pyHKIHUSA OCTAETCH CTaOMIbHOM
B TCUCHUE MHOTHX JIET. B CBSI3M ¢ 5THM MOKa He onpeeeHa HeoOXoauMasi IIEPUOTHYHOCTE
(GyHKIHOHABHBIX HCCIIE0BAHMH; Yallle PEeKOMEH/IYETCS MOHUTOPHPOBAHHUE JIETOUHON QYHKIHMH
Kaxxiple 3—6 MecC. B 3aBUCUMOCTH OT CKOPOCTH €€ CHHXXEHHUS. Y MMAIlMEHTOB CO CTaOUIIBHBIM
Te4cHHEM 0OJIe3HH YacTOTa QYHKUMOHATBLHBIX HCCIIEOBAHUN MOXET OBITh YMEHbLIEeHa 10 1
p-/ron.

BosibHBIX ¢ HOpMaTBHOM GYHKIMEH NETKUX M OTCYTCTBUEM PECTTMPATOPHBIX CHMITTOMOB
pekoMeHayercs HabmogaTh B TeYeHHe | rojia; €ciu 3a 3T0 BpeMs COCTOSAHHE OCTaeTCs
CTaOHIIBHBIM, TO TAKMM OONBHBIM He TpebyeTes AabHellliee peryspHoe HaboIeHHE 0 TOr0
MOMEHTA, [TOKa HE NOSABUTCSA PECITHPATOPHAs CUMIITOMATHKA.

JUTs1 OLEHKH NepeHOCMMOCTH (M3MUECKUX HATPY30K U BBISBICHHS apTepHATLHOR
TUTIOKCEMHUH, MHAYUMPOBAaHHOH QU3HUEeCKOl Harpy3KOM, IIMPOKO MCHONB3YETCs TECT € 6—
MHHYTHOH X01b00M, KOTOPBII PEKOMEHIYeTCs BBITIONHATE KaK IPH MEPBOM 0GCIIEI0BAHHH
GOJIBHOrO, TaK M NPH NMOCIIEAYIONIEM HAGTIOAEHHH.

IIpy pasBuUTHH XPOHHYECKOH JBIXATENBHOM HEIOCTATOYHOCTH npu JIAM, kax ¥ npu apyrux
3a00NIEBAHUAX JIETKUX, HA3HAYAIOT JUIMTEBHYIO KMCIOPOIOTEPAIIHIO, @ [PH HATHYMH [OKA3aHMH
MPOBOASAT TPAaHCIJIAHTALIMIO JIETKHX.




Bonbubie JIAM 00s3aTe€NIbHO HYXXAAKOTCS B NPOTHBOTPHIINO3HON U MPOTMBOITHEBMOKOKKOBOMH
BaKLMHALMH U JIeYCHHH TabauHOH 3aBUCUMOCTH. ITockoNbKy NpeanoaracTcs yyacTue
scTporeHoB B natorexese JJAM, GolbHBIM KATETOPHHECKH HE PEKOMCHIYCTCA IPUEM
SCTPOr€HOB C MO00H LENbI0 — KaK KOHTPALETIIIMH, Tak 1 rOPMOHO3aMECTUTEILHOM TEPAITHH.
PHCK MHEBMOTOPAKCOB MOBBILIACTCA BO BpEMS GepeMEHHOCTH, MOITOMY OEPEMEHHOCTh TaKKe
HexenaTebHa. BepeMennbie xeHIMHbI ¢ JIAM 10/DKHbI Ha0JIr0JaThCA COBMECTHO

TMHEKOJIOTOM H MYJIBMOHOJIOTOM .

JlexapcTeennas Tepanus JIAM

HecMOTps Ha naToreHeTH4eckyo CBsizb JIAM ¢ 5CTporeHaMH, KIIMHHIeCKast 3¢ PeKTHBHOCTD
aHTHOCTporenHoi Tepanui npu JIJAM (TamokcHeH, NporecTepox, OBApUIKTOMHUS) HE JI0KA3aHA.
Vyactue mTOR B natorenese JIJAM cTaio MOBOIOM JUIsl HCTIOJIB30BaHKS! B JIEKAPCTBEHHOH
tepanuu JIAM MHrHOMTOpPOB 3TOr0 hepMEHTa, B YACTHOCTH CHPOJIHMYCa. Ero s¢dexTnBHOCTHL
6bUTa MOKa3aHa B KIIMHMYECKOM HMccrenoBanuu Bissler et al., B KOTOpOM H3y4as BAUsSHUC
Tepaliy CHPOJIMMYCOM Ha aHTMOMHOIUNOME! y 60bHBIX JIAM-TC 1 criopainyecKum JIAM. 3a
12 Mec. IeYeHHs CpeaHHit 06beM aHTHOMHOIMIIOM YMEHBIUHJICS OYTH BABOE (10 53,2426,6%
oT ucxoanoro, p<0,001), O®BI1 nossicuics Ha 118+330 M (p=0,06), ®XKEJI — na 390+570 M
(p<0,001), ocTaTOYHBIH 0OBEM JIETKUX YMeHbIIMICH Ha 439+493 Mt (p=0,02) no cpaBHEHHIO C
MCXOJHBIMH 3HaYeHUsMH. OjiHako yepe3 1 roj mocje 3aBeplieHHs JEYCHUA CHPOIMMYCOM 3TH
NI0Ka3aTeNy BHOBb YXYAIUMJIUCH — IPAKTHYECKH 0 UCXOAHBIX 3HAUCHUH HIIH IaXKE HUKE.
OTMedeHbl cepbe3Hble MoGouHble 3pdekTs y 20% 60JIbHBIX, KOTOPBIE IOTPeGOBAIH JOCPOYHOH
OTMeHBI JIeueHus (auapes, MHeNOHepPHUT, CTOMATHT, PECIIUPATOPHBIE MHPEKIUH). AHATIOTHYHBIE
Pe3yJIBTATHI OBLIH MOJTYY€EHBl H B IPYTOM PaHAOMH3MPOBAHHOM JIBOMHOM CJIENIOM ILIAle00-
KOHTPOJIHPYEMOM HCCIIEOBaHUH: CHPOJIUMYC depe3 12 Mec. JIeUueHUs 3aMeINII CKOPOCTh
cHxenus O®B1 ¢ aGcomoTtHol pasuuien 153 mi, uian 11% oT HCXOAHOrO CPEAHETO 3HAYCHHUS
110 cpaBHeHHIO ¢ mwanedo. Ha ¢pone akTMBHOI Tepanuu yIy4lIMIMCh ApYTHe OKa3aTeu
Jero4Hoi QYHKIMH U KAYeCTBO XU3HHU, HO TIOCNIE OTMEHBI CHPOJIMMYca JieroyHas GpyHKuus
cTasia BHOBB CHHKaThcs. Jlnddy3noHHas ciocOOHOCTD JIErKUX U MEPEHOCUMOCTh pHU3UUYECKUX
Harpy30K K KOHILY JICYEHHS He TIOIYYHIIM JOCTOBEPHBIX Pa3IM4YMi 110 CPABHEHUIO C TAKOBHIMH B
rpynne miane6o. Yacrora mo6ouHbIx 2GPEKTOB IOCTOBEPHO HE pasjinyaach MEXIY IpyInamMmu
CHpOJIIMYCa M I1a1e60, XoTd Ha poHE aKTUBHOTO JICYEHHsI OHH BCTPEYAINCH Yallie (CTOMATHT,
JMapes, TOMIHOTA, TUIIEPX0JIECTEPUHEMHS, KOXHAs ChIIlb, OTEKH HH)KHUX KOHEYHOCTEH).

Takum 06pa3zoM, B CBSI3U ¢ HEOOIBLUIUM OOBEMOM JI0KA3aTENIbHBIX JAHHBIX CHPOJIMMYC MOKa
HE BOILCJI B PYTHHHYIO KIIMHUYECKYIO MPakTHKY. OHAKO, YYUTBIBast BO3MOXKHOCTh
NIPaKTHYECKOH MOJIB3bI OT Ha3HAYEHHS 3TOTO NIpenapara, CHpOJIMMYC MOXXET Ha3HA4YaThC
OOJIBHBIM C OBICTPBIM YXYAIICHHEM (DYHKIIUH JIETKUX UM HapacTaHWeM KJIHHHYECKOH
CHUMIITOMAaTHUKHU MOCJIE TIIATEIbHOU OLIEHKA COOTHOLIEHUS PUCKA U MOJIB3bl, B METMIIHHCKUX
YUYPEXIAEHUAX SKCIIEPTHOrO YPOBHS, UMEIOLIMX ONBIT BeaeHHs 60nbHBIX JIAM. B nepuon
JI€YEHHUsI CHPOJIMMYCOM HEOOXOJUMO BHUMATENIBHO CIIEAUTH 32 MEPEHOCHMOCTBIO NIpenapara U
KaX/bl€ 3 MeC. KOHTPOJIMPOBATh NOKa3areld GYHKUNH JIErkuX v neyenu. lenesas
KOHLEHTPALUS CHPOJIMMYCA B MJIa3Me KPOBH COCTABISET 5—15 Hr/MIL.

B Hacrosnee Bpemst BenyTes KMHUYECKHE HCCIENOBAHHS QGEKTHBHOCTH 3BEPOIAMYCa —
npencrasurens I nokonenus uuruéuropoB mTOR y GonbHEIX JIAM.

B ¢B5131 ¢ 06CTPYKTHBHBIMY HapyIIEHUMU JIEOYHOM BEHTHIISLIMH B KA4ECTBE
CHMIITOMATH4ECKOH Tepaniu JIAM BO3MOXHO Ha3HauYeHHE KOPOTKO- U JUTUTEIBHO
ACHCTBYIOLIMX MHTAIALIMOHHBIX OPOHXOANIIATATOPOB
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Peuensus no Ha pedepat 1o myJIbMOHOJOTHH OPAUHATOPA PuikoBoii U.B. na Temy
«JInmdanrunoneiiomuomaros’»

Hau6oJiee 4aCTHIMH OOCTPYKTHBHBIMH 00/1€3HSIMHU JIETKUX SBJISIOTCS OPOHXHANbHAS acCTMa
¥ XPOHHMUECKast OOCTPYKTHBHAs 00JIE3Hb JICTKUX. OpaHako rpymnna 0OCTPYKTHBHBIX JIETOYHBIX
3a00JIeBaHMii BKIIIOUAET M APYTHE, PEXE BCTPeUaIoMecs NPUYHHBI OPOHXOOOGCTPYKTUBHOTO
CHHIpOMA, HarpuMep 6POHX0JKTa3bl, MyKOBHCLHI03, HEKOTODBIE auddy3Hble 3a001€BaHUA
nerkux (JIAM, ructionuTo3 X, KpUNITOreHHas OPraHU3yIoascs MHEBMOHMSI, IEPBUYHAL
smdu3eMa JETKUX) U T. A.

JInMbaHrHoIeiOMHOMATO3 JIETKHX - 3T0 opdaHHOe 3ab0NeBaHue, MOPAKAIOIEE KEHIIUH
NpEeUMYILIECTBEHHO TETOPOJHOrO BO3PAcTa, XapaKTepU3yHoLeecs ONYXOJIENOA0OHBIM
pa3pacTaHHeM IJIaIKOMBIIIEYHBIX KJIETOK B CTCHKaX nUMGaTHYECKUX, KPOBEHOCHBIX COCYI0B
M abBEOJ C HCXOAOM B KHCTO3HYIO TPaHCHOPMALMIO JIETOYHOM ITAPCHXUMBI, & TAKKe
MOPaXXCHUEM OPTraHOB—MULIECHEN (IIOYEK, MATKH, MIEYCHH, numaTtuueckux y3nos). Haubonee
YACTBIM OC/IOKHEHHEM 3a60JIeBaHKS ABJISETCS Pa3pblB KUCT ¢ GOpMUPOBaHHEM
NTHEeBMOTOpAKCAa.

Pedepar cOOTBETCTBYET BceM TpeOOBAHHUSM, COBPEMEHHBIM PEKOMEHAALHNAM. Tema
packpsITa B IoHOM o0beme. Mudopmanius H3N0xeHa B COOTBETCTBYIOMIEM dbopmarte s

JaHHOTrO BUAa paboT.
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