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JIMM®AHTMONENOMMUOMATO3 NNETKUX:
COBPEMEHHbIW B3rNA4 HA NPOBJIEMY

Jlumbanruoneitommomaros (JIAM) sBisieTcst
PeAKMM TOMVCUCTEMHBIM 3a00/1€eBaHMEM, KOTOPOE
XapaKTepusyeTcsl MPeuMYIeCTBEHHbBIM TOpaXxKe-
HMEM TKaHM JIETKUX B BUJIE OIMyXOJe€BUILHOTO pas-
pacTaHus I71aJKOMbIIIEYHbIX BOJIOKOH BOKPYT KpPO-
BEHOCHBIX U JTUMMaTUUECKUX COCYIOB, GPOHXOB U
OGPOHXMOJ C MOCIeAYIONeli Heo6paTUMO KUCTO3-
HOJI JIerpagaiyei JIETOYHOM TKaHM, a Takxke 06-
pa3oBaHMeM aHTMOMMOJIMIIOM OPTaHOB GPIOIIHO
MOJIOCTH.

JIAM B OCHOBHOM IIOpa’kaeT >KEHIIUH pemnpo-
IYKTMBHOTO BO3pacTa (cpegHuii BO3pacT Hauya-
JIa pasBUTUS CUMIITOMAaTVKM — 34 roga) [1], a Tak-
ke B 30-40% cimydaeB BCTpevaeTcs y iU, CTpagaro-
IIMX T€HeTUYECKUM 3a060/IeBaHNEM — TYOEPO3HbIM
ckineposoM (TC) (10% mysxumH u 30% >keHUUH) [1,
2]. B cBSI3u ¢ TTOIOOHBIM XapaKTepOM pacipeesne-
HUSI JaHHOM MaTOJIOTUU, TIPUHSITO BBIAEISTh CIIO-
pagmnyecknii JIAM u JIAM, accouunpoBaHHbiii ¢ TC
(JTAM-TC) [2].

ITo manHbIM EBporeiickoro pecnmpaTopHOTO
ob1ectBa 3a 2010 ro, pacnpocTpaHEéHHOCTb JIAM
cocrasisieT 1 crydai Ha 400 ThIC. B3pPOC/IbIX SKEH-
wyH [2]. OgHAaKO, TOBOPUTh O TOYHON 3MUIEMUO-
JIOTMM JAHHOTO 3ab0jieBaHMSI OYeHb CIOXKHO, T.K.
BBISIB/ISIEMOCTb JIAM KpailiHe HU3Kas M3-3a TPYA-
HOCTei1 AMarHOCTUKMU, HMU3KOM OCBeOOMJIEHHOCTU
Bpayueit U CJI0KHOCTU MHTepIpeTalu JaHHbIX Ma-
TOMOPGhOIOTMUECKIX UCCIIETOBAHNIA.

Ituonorusg JIAM Ha OaHHBIII MOMEHT JOIIO-
JIMHHO He U3BECTHA, OJHAKO CYIIEeCTBYeT psif dak-
TOB, YKa3bIBAIOLIMX HA POJb 3HAOKPUHHBIX Hapy-
IIeHMIA B TTOSIBJIEHUY Y Pa3BUTUM JAHHOTO 3a6071e-
BaHust. O6paiaeT Ha ce6s1 BHMMaHME BOSHUKHOBE-
HUe criopagnyeckoro JIAM UCKIIOUNTENbHO Y KeH-
mMH GepTUIBHOTO BO3pacTa, 4yacTto Ae6ioT 3a60-
JIeBaHUS TTPOVICXOAUT BO BpeMsl Wiu 1ocie bepe-
MEHHOCTH, & perpecc Hao60pOT — IMOC/Ie HACTYILIe-
HUSI MEHOTay3bl WIM BBITIOTHEHUS TalieHTKaM
oBapuoskromun. IIporpeccupoBaHue [bIxaTemlb-
HOJ HeJOCTAaTOYHOCTM YacTO BO3HMKAaeT BO Bpe-
MsI MeHCTpyauuii. Taxke CTOMT yka3aTb Ha co4de-
TaHMe JAHHOI MaToJIOTUM ¢ 3a601eBaHUSIMU SKEH-
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CKMX TIOJIOBBIX OPraHOB, TaKMMM Kak JieiiomMuoma
MaTKH!, CUHAPOM MOAUKUCTO3HBIX IMYHUKOB U IP.
OcHOBaHMe CUNTATh, UYTO MOJOBbIE TOPMOHBI BJIU-
10T Ha Tpomudepannio JIAM-accouumpoBaHHbBIX
KJIETOK, TaKKe JAET TOT GaKT, UTO AAHHbIE KIETKU
9KCIIPECCUPYIOT PelleTOPbl K 3CTPOreHy U Mpore-
CTepoHy [3-5].

JIAM, accouMMpoOBaHHBIN C Ty6epO3HBIM CKIIe-
pO30M, B OCHOBE CBOEro pPa3BUTHUS MMeEET MyTa-
uyu B reHax TSC1 u TSC2, nokanu3oBaHHbie B 9 u
16 xpoMmocoMe COOTBETCTBEHHO. [laHHBIE TeHbI KO-
IUPYIOT KOMILIEKC GeTKOB TyOepMH-raMapTuH. VX
Jebunut 3armyckaetr dochopunupoBaHue 6GeIKOB
s6 u elF4E, uTo mpMUBOOUT B HEICTBME TPAHCIS-
uyio pepmeHTa-KuMHa3bl mammalian target of ra-
pamycin (mTOR) [1]. [TocnegHuit SBASETCS OCHOB-
HBIM DETY/ISITOPOM KJIETOUHOTO POCTa. AKTUBALIUS
mTOR mpuBOAUT K HEperyanpyeMoMy KJI€TOUHO-
MY POCTY, UTO 00YC/IaBIMBAET KIMHUKY TyOEPO3HO-
ro ckieposa (o6pasoBaHMe raMapTOM) U IIpPUCOe-
IVHEeHMe K TaHHOMY 3a00/1eBaHNI0 KIMHUKY JIAM.
OnHako, CTOUT OTMETUTD, UYTO KMCTO3HbIE M3MeEHe-
HMS B IETKUX IIpu ciopaauueckoM JIAM mn JIAM, ac-
COLIMMPOBAHHOM C TYOEPO3HBIM CKIEPO30OM, UEH-
TUYHBI, YTO MO3BOJISIET TIPEIIIONIOKNUTD OOIIMeE Te-
HeTUYecKkue U naTodu3noaornyeckme MexaHu3Mbl
o06oux 3aboneBanmii [3].

B wmccnemoBaHuyu, MpoBeIEHHOM Ha 6asze Fox
Chase Cancer Center, y 54% maIieHTOB CO CIIOopa-
nyaeckuM JIAM 6bUTM OGHApPYKEHBI YTPATHI reTe-
PO3UTOTHOCTH JIoKyca B reHe TSC2 B KjleTKax Mo-
YeK U JIETKMX, YTO YKa3blBaeT Ha €NVHBIN Mexa-
HM3M pa3BuTus cnopaaudeckoro JIAM u JIAM-TC,
¢ ToV pasHuiieit, uro nipu TC myTanuu B reHax TSC
0OHAPYKMBAIOTCS B SMOPMOHATBHO TUHMY [6)].

[MosiBnstromuecs JIAM-accounnpoBaHHbIE KI€T-
K1 Mopdoiornueck cXoaHbl ¢ Muoduopobdiacra-
MU U SMUTETNOUIHBIMU KaeTKaMu. [JaHHbIe KieT-
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K1 06/1aai0T (haKTOpaMy arpeccui, Mo3BOJISTIOIIN-
MU MM MUTPUPOBATH B pasauuHble yUaCTKM JIETKUX
M OpyTMe OpTaHbl: MMOGMUOPOOIACThI MPOAYIIMPY-
0T MaTPUKCHbIE MeTasonporenHassl (MMII), pas-
pyIiaoiue 6eJIKy BHEKJIETOYHOTO MaTPUKCa, U CO-
BMECTHO C 3MUTEIMOUIHBIMU KI€TKaMyu — IpoTe-
MHa3y KaterncuH K, KOTopas Takke CIIOCOOGCTBY-
eT Jerpajaiuy mapeHXMMbl JETKOTO ¥ CBOGOIHOI
murpanuu JIAM-kieTok [3]. BaxkHy0 poib B 9TOM
3BeHe IaToreHe3a MUrpaeT CbIBOPOTOYHBIN OTBET-
HbIT pakTop — serum response factor (SRF). JaH-
HbIii (pakTOp MOBBIIEH B JIAM-accoluMMpoBaHHbIX
KJIeTKaX, OH IIPUBOJINUT K YBEIMUEHUIO TPAHCKPUII-
UMM MaTPUKCHBIX MeTa/IONpOTeMHa3 M CHUXKe-
HUIO YPOBHST TKAHEBBIX MHrMOUTOPOB MIIII 3-ero
tuna (TIMP-3) [7].

Ckorutenne JIAM KJIeTOK BOKpPYT GPOHXMON U
dbopMupoBaHME UMY TTIAAKOMBIIIEUHBIX Y3/I0B 06-
yCIaBIMBAET Pa3BUTHE OOCTPYKTUBHOTO CMHAPOMA
1 00pa3oBaHME «BO3IYIIHBIX JIOBYIIEK», KOTOPbHIE
1oJ, AeiicTBMeM mpoTrenHas JIAM-KIeToK mpeBpa-
IAaI0TCS B KUCThI. Takke JIJAM-accoluMpoOBaHHbIE
KJIeTKM pacrosiaraloTcs OKOJO0 KPOBEHOCHBIX U
muMbaTUIeCKMX COCYZIOB ¥ IIOCpencTBOM (ak-
TOpPOB arpeccuy HapymialT UX I11eJI0CTHOCTb, YTO
MPUBOAUT K Pa3BUTKIO KPOBOTEUEHMI B TTapeHXM-
MY JIETKOTO ¥ CKOIUIEHUIO KPOBM W/Wiv TUMMBI B
IIEBPAJIbHOM ITOJIOCTH, T.€. Pa3BUTUIO T€MO- U/ U
XMJIOTOpAaKCa, YTO YacTo SIBJISIeTCS TIepBOi MpUIm-
HOJi obpalieHust mauueHTos ¢ JIAM 3a MmeauiMH-
CKOJ1 ITIOMOILBIO.

IMaTomopdonornyeckre M3MeHEHMsI, TTPOUCKO-
IOsiye B JErkux npu JIAM, o6yciaBanBaioT KIK-
HMYeCKYe MTPOsIBJIEHNS JaHHOTO 3a60eBanms. Taxk,
BCJIEZICTBME OPOHXOOOCTPYKIIUM U KUCTO3HOTO Te-
pepokIeHus JIETOYHOV MapeHxXuMbl y 87% mauu-
€HTOB ¢ JIAM IpUCYTCTBYIOT KaJI00bl Ha MpOrpec-
CUPYIOIIYIO OABIIIKY IIPY (hM3MUeCcKoii HarpysKke [1].
PaspbiB chOpMMUPOBABIINXCS TOHKOCTEHHBIX KUCT
MPUBOAUT K PasBUTUIO CIIOHTAHHOTO IMHEBMOTO-
pakca. Y 40% maiyeHTOB 3TO MepBOe MPOsIB/IEHNE
3ab0eBaHusl, B 66% CiydaeB ITHEBMOTOPAKC BO3-
HUKAaeT Ha IPOTsKeHMy 3a6omeBanust, B 75% — 3T0
OCJIO’KHEeHMe peliuAMBUPYeT IoCje ePBOTo 31130~
na. OmHako, Majiasl paclpocTpaHeéHHOCTh JIAM He
Mo3BoJjisieT pekomeHaoBaTh KT JErkux BceM KeH-
IIMHAM C MepBbIM 3MM30[]0M CIIOHTAHHOTO ITHEB-
moTtopakca. CornacHO pekomeHaanusm EBpormeii-
CKOTO pecrmupaTopHoro obuiectsa, KT n€rkux cie-
IIyeT BBITOJTHUTD MOC/Ie BTOPOTO 3MM30/a CIIOHTaH-
HOTO ITHEBMOTOPAaKca U 00s13aTeJIbHO — TTOC/IE Tpe-
ThEro, 0COGEHHO Y HEKYPSIIINX MAIMeHTOB U B CITy-
yae HaJMuMs ONBIIIKU [0 Pa3BUTUS MTHEBMOTO-
pakca. Xua0TOpaKC — eIllé OAMH YacCTbhlii CUMIITOM,
MpY KOTOPOM MalMeHTbhl Y3HAIOT O CBOEM IMarHo-
3e. XapakTepHbIM 1151 JIAM sIBsIeTCS TO, UTO Iep-
BbIii T30, WU PelUAMBbI THEBMO- U/UJIN XUTO-

TOpakca BO3HMKAIOT B MepMOA, MeHCTpyaluii uin
6epeMeHHOCTH. B cBsisu ¢ aTum EBpomeiickoe pe-
CIIMPATOpPHOe O6IIECTBO PEKOMEHAYET MHGOPMU-
poBaTh malueHToK ¢ JIAM o MOBBIIIEHHOM pMCKe
pa3BUTKSI THEBMO- U/MJIM XUIOTOPAKCa BO BpeMms
6epeMeHHOCTH, a MAIMEeHTOK C TSDKETBIM TeUeHVEM
3a60yieBaHMS KeJIaTeIbHO YOeIUTh B HEO6XOAMMO-
CTY BO3AEPKATbCS OT 6epeMeHHOCTH. K JIETOUHBIM
nposiBiieHussM JIAM Takke OTHOCSIT Kalllejib, KPO-
BOXapKaHbe U aumMboppero [2].

JIAM uMeeT ¥ BHeJIETOUHbIE TPOSIBJIEHUS, KOTO-
phble 3aUacTyio MOSIBJISIIOTCS B TIepBYI0 ouepeb. [Ipu
MporpeccupoBaHmy 3a60/1eBaHs BO3MOXKHO TOSIB-
JIeHMe XUJIOTIepUKapAauTa U XWIE3HOro acuura [8,
9]. V nByX TpeTeii 60bHbIX 0OHAPYKMBAIOTCS IMa-
TOJIOTMYECKMEe 00pa30BaHMsI B OPIOIIHO IOJIOCTU
M MOJIOCTY MAJIOTO Ta3a: aHTMOMMOIUIIOMbI TTOYeK,
JMM@aHTM0IeiIOMUOMBI OPTAaHOB OPIOIIHO MOJI0-
CTH, 3a0PIOIIMHHOTO MMPOCTPAHCTBA ¥ MaJIOTo Tasa.
AHTMOMIMONUIIOMBI TIOYEK BeTpevaroTces y 40% na-
LIMEeHTOB co criopaguyeckum JIAM n y 80% mauyen-
TOB ¢ JIAM-TC [3]. Kak mpaBwmio, 3T 06pa30oBaHus
MPOTEKAIOT 6ECCUMITTOMHO, OJTHAKO KPYITHbIE aH-
TMMMONUIIOMBI (60Jiee 4 CM) MOTYT COITPOBOKAATD-
€Sl TaKMMM CUMIITOMaMM, KaK TIOBbITIIeHN e apTepu-
aJIbHOTO JIaBJIeHus], reMaTypusi, 60 Bo ¢uiaHKax
SKMBOTA C TOLIHOTOM M pBOTOI. Takke aHTMOMMO-
JIUTIOMBI MOTYT OCJIOKHSITbCSI KDOBOM3MUSHUSIMU B
SKMPOBYIO KarlCysly TToueK M Hekpo3oM. Y 10% na-
LIMEHTOB TOSBJSIOTCS abJoMMHalbHbIe JMMbaH-
TMOIEIOMMOMBI, TIPeACTaBSIoNe co60i KpyII-
HbIe KMCTO3HbIe 00pa3oBaHys. [Ipy 3TOM TanyeH-
ThI MOTYT ITPEIbSIBIISITD JKaJI00bI HA IYBCTBO PACII-
paHMs B XKMBOTe, epubepruueckme OTEKU, UYPU-
YyecKue SIBJIEHUS, aCLIUT, B YaCTHOCTU, XUIE3HbIN,
BO3HMKAIOMINI 13-3a MPEMSITCTBUS OTTOKY JIMMOBI.
JOuarHocTuyecky BaskKHBIM SIBJISIETCSI COYeTaHue
XWJIE3HOTO aciuTa C XuaoTopakcoM. Emié omHum
BHEJIErOUHBIM ITposiBieHMeM JIAM gBiseTcst abao-
MMHaJIbHas TMMdOageHoIaTsI, KOTopast 4acTo He
MMeeT MPOSIBJIEHNI ¥ 06HAPYKMBAETCS CIIOHTAHHO
pu npoBenenuu Y3U opraHoB GPIOIIHOI ITOJIOCTU
[3]. OcHoBOI muarHocTuku JIAM SIBSIIOTCS JaHHbIE
TUCTOJIOTMYECKOTO MCCIeIOBaHMS 61OIITaTa JIETKO-
ro v xapakrepHas KaptuHa Ha KT BbICOKOTO paspe-
meHus (KTBP).

XapakTepHbIMU M3MeHeHUsIMU Oy JIAM B ru-
CTOJIOTMYECKMUX TIperapaTrax SIBAsSeTCS coyeTaHue
Y3eJIKOBOJi Mposudepanuy He3pebIX ITaJKOMbI-
MIeYHBIX KJIETOK U MepUBACKYISIPHO PaCIIONOXKeH-
HBIX SMUTETVNOUIHBIX KJIETOK C KMCTO3HO AMCIIIa-
3Melt JIETOYHOM TKaHM. B Tex ciydasix, KOrga Imo-
IOOHbIe M3MEHEeHMS B JIEFKMX HAOII0OAITCS BMe-
CTe C XapaKTepHO} CUMIITOMATMKOM M KapTUHOM
KTBP, pyTMHHOTO OKpalluMBaHUsI TMpenaparoB re-
MaTOKCMJIMHOM ¥ 303MHOM J0CcTaTO4HO [2]. OgHa-
KO, IJISl YTOUHEHMST AMAarHo3a MOTYT ITOHAI00UTh-
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€SI UMMYHOTMCTOXMMMUYECKMEe MeTO/Ibl MCC/ieoBa-
HUSI Ha IVIAOKOMBIIIIEUHbIN aKTUH, gecMuH, HMB-
45, a Takke PeIENnTOPOB K 3CTPOTEHY U IIPOrecTe-
pony. Ha MmoHOK/IOHa/bHbBIE aHTUTeNa HMB-45 pe-
arMpyroT TOJBbKO SMUTENNOUIHbIE KIeTKU. [laHHbIe
KJIETKM IKCIIPECCUPYIOT (GepMeHT MejlaHOTeHe3a
— 6enok gp100, TPOTMB KOTOPOTO U CUHTE3UPYET-
cst HMB-45. OnpeneneHye JaHHOTO MapKepa uMe-
€T BBICOKYIO CITeIMMUIHOCTb, KOTOpasi COCTaBIISIET
>95% [7].

XapakTtepHbiMu npusHakamy JIAM Ha KTBP 8-
JITIOTCSI MHOKeCTBeHHbIe (6osbiine 10) TOHKOCTEH-
Hble OKPYT/IbIe KUCThI TIPU OTCYTCTBUY APYTUX IIPU-
3HAKOB MHTEPCTUIIMAILHOTO 3a60JIeBaHMS 3a MC-
K/II0YeHMEeM MHOXeCTBEHHOV MeIKOY3eJIKOBOM I'-
nepruia3sMy MHEeBMOLMTOB y nauueHToB ¢ TC. Ku-
CTBI MOTYT JOCTUTATh AuamMeTpa 30 MM (B cpefHeM
2-5 MM) ¥ HIMPUHBI CTEHOK 10 4-X MM. COIJIacHO
pekoMeHAanusmM EBpOIeiickoro pecnmpaTopHOTO
obmiectBa, KapTuHoii KTBP cxomHoit ¢ JIAM cum-
TaeTcsl BapMaHT, KOTJa KUCT HACUUTHIBAETCS Ma-
Jioe KOJIMYeCcTBO — OT ABYX 10 AeCATH. [Iis BbIsiBIIe-
HMST QaHTMOMMOJIUIIOM, IMMQaHTUOIeioMIOM 1 a6-
TOMMHATBHO MMbOoageHOmaTUy MalyeHTaM pe-
KOMEHIO0BaHO MpoBoAuTh KT GPIONIHOM MOJOCTMH.
[aHHbBI BUA MCCIeNOBaHMS TpeNoUuTHUTe/IbHee
V3U, Tak KaK CII0COOeH BhISIBUTH HOBOOOPA30BaHMS
JuameTpoM MeHee 1cMm. B cirydasix, KOTma UCIONb-
30BaHMe oJcofiepskaniux KOHTPACTHBIX BeIlecTB
IIJIS BBISIBJIEHUS SKMPOBBIX OITyX0Jieit POTUBOIIO-
KasaHo, npumeHsioT MPT. EBporieiickoe pecrnupa-
TOPHOE O6IIEeCTBO TAK)Ke PEKOMEHAYET IMTPOBOINUTH
MPT rosioBHOTO MO3Ta [IJisl BbISIBJIEHUSI MEHVUHTUOM
Yy al[MeHTOB, MOMyYaOLUX POrecTepoH [2].

Tak ke HeOOXOAMMO MCCIeNOBaHME (DYHKIUU
BHEIIIHEro IbIXaHMs, B YaCTHOCTU 06BEM (opcu-
pPOBaHHOTO BbImOXa 3a 1 cekyHay (O®B1) u mud-
dy3moHHyI0 crioco6HOCTb NETKUX (DLCO). [Tocmen-
HMI TI0Ka3aTesb SIBJsIeTCs 60J1ee YyBCTBUTETbHBIM
Ha paHHMX 3Tamnax 3aboneBaHus. [Ipy mepBUUYHOM
06C/IemoBaHNY TIOMMMO BBIIIEYKa3aHHBIX TECTOB
CJIeYET BBITIONHSATD CIIIPOMETPUIO ¥ OPOHXOAVIISI-
TaIMOHHBIN TecT. [T OlleHKM MPOorpeccupoBaHms
3a60eBaHus ¥ 3¢HEKTMBHOCTY Ha3HAUEHHOI Te-
paniuu O®B1 u DLCO cnemyeT mpoOBOOUTD KasKIble
3-6 MecsIleB y MAIMEeHTOB C GbICTPOIIPOrPeCCUpY-
oM JIAM, 1 kakgbie 6-12 MecsiieB — y MalyeH-
TOB CO CTabMIbHBIM JIAM [2].

Ilepen HampaB/ieHMeM TIAllMeHTOB Ha TpaHC-
IUIAHTALMIO JIETKUX TPOBOJUTCS OMpe/iesieHne ra-
30BOTO COCTaBa apTepuanbHOii KpoBu (Arterial
Blood Gas — ABG). Tak ke JaHHOe MCCIeqOBaHle
MOYKET ObITh BBITIOJTHEHO JIJISI ONIpeNeeHUs UCXO-
IHBIX TIOKa3aTesei MapiuaJibHOTO JaBlIeHUST KIUC-
JIOpojia U YIJIEKMUCIIOTO ra3a B apTepuaabHOl Kpo-
BU M Ha3HaueHUs KUCJIOpofoTepanuu. st oleH-
KV TePEeHOCUMOCTY (PU3NUECKOI HArpy3KuM IMalu-
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eHTam ¢ JIAM npoBOZSIT TECT ¢ 6-MUHYTHOI XOlb-
6071 [2].

Ha pgaHHBIT MOMEHT UIyT aKTMBHbIE MUCCIIENO-
BaHMSA B 00/acTU M3ydyeHUsT MapkepoB JIAM. BbI-
SIBJIEHO TIOBBINIEHME B ChIBOPOTKE KPOBM (haKTO-
POB pOCTa 3HAOTENMs cocymoB (vascular endothe-
lial growth factor — VEGF) tunos C (VEGF-C) u D
(VEGF-D). O6HapykeHO, YTO TOBbINIEHE YPOBHS
VEGF-D B cbiBOpoTKe KpoBu 6oee 800 mr/mi, co-
yeTaloleecsl ¢ XxapakTepHol KapTtuHoit Ha KTBP,
MO3BOJISIET YCTAHOBUTD AuarHo3 JIAM ¢ 4yBCTBU-
TembHOCThI0 60% U crienyduuHocThio 100% [1].

AHanmusupys KIMHNUKY, TaHHbIe 00bEKTUBHOTO U
MHCTPYMEHTAJbHOTO MccaefoBaHms, EBporieiickoe
pecrMpaTopHOe OOLIECTBO BBIIEISET ONMpeneneH-
HBIii, BEPOSITHBIN ¥ BO3MOXHBI JIAM. O6 onpene-
JIEHHOM MO’KHO TOBOPUTbH B JIBYX BapMaHTax: Mpu
HaaAM4IMM XapakTepHOM uamu cxomHoii ¢ JIAM kap-
TuHbl KTBP ¥ TUIIMYHBIX ITATOMOPGOIOrMUeCKUX
M3MEeHeHuit B 6uonTare JIETKOTO WM XapaKTep-
Holi kapTuHbl KTBP B coueTaHuy C TaKMMM KIIM-
HUYECKUMM TPOSIBIEHUSIMMU, KaK aHTMMUOIUIIO-
Ma ITOYKM, XMJIOTOPAKC, XUIE3HbIN acIlUT, a6IoMM-
HaJIbHbIe TMM(paHTHOIeioMMOMBI Wu Tumddoame-
HOIATHSI, a TAKKe MPY HAIMYNY Y TTalleHTa Tybe-
po3HOTO ckiepo3a. O BepOSITHOM CBUIETENbCTBY-
eT XapaKTepHas KapTHa U3MeHeHMI1 B JIETKUX Ha
KTBP u TunmMuHoOe KIMHUYECKOE TeueHue 3abose-
BaHMUS, WJIM CXO[IHASI KapTMHA U3MeHeHU B IETKUX
Ha KTBP B couetanuu ¢ o6Hapy>keHMeM aHTMOMM-
OJIUTIOMBI B TIOUKE WM XUJIE3HBIM aclUTOM/TIIEB-
pajbHBIM BBITIOTOM. [IJis BO3MOXXHOTO AOCTATOUHO
XapaKTepHOM MM CXOOHOM KapTUHBI M3MeHeHW B
nérkux Ha KTBP [2].

Ha paHHbII MOMEHT 3((GeKTUBHBIX METOMOB
KOHCEpPBAaTMBHOTO JieueHMs MalyueHToB ¢ JIAM He
cymectByeT. Hanbosee yacto Tepamnus 3TUX 60JIb-
HBIX BK/IIOUaeT TOPMOHaJIbHbIe TIpernapaThbl, MHTU-
6utopsl MTOR ¥ MHTANISLIMOHHbBIE OPOHXOIUTUKMA.

Cyoutb 06 3(pGheKTMBHOCTY TOPMOHOTEPATIUN,
B YaCTHOCTM IIPOrecTepoHa, OueHb CJIOXKHO, TaK
KaK paHIOMM3MPOBAaHHbBIE IUIAle6OKOHTPOIUPYE-
Mble MCCIeIOBaHMS 3TOTO HAIlpaB/ieHUs JieYeHUs
He TpoBOAMINCh. HekoTopble KIMHMYECKME Ha-
O/TI0IeHNST YKa3bIBAOT Ha 3¢ (dEKTUBHOCTD MpUMe-
HeHMs TIpOTeCcTepoHa, APyTiie UCTOYHUKY TOBOPSIT
06 YXyOIIeHUM COCTOSIHUS MAIlMeHTOB C ObICTPO-
nporpeccupymomieii hopmoit 3aboneBanust. EBpo-
TMejickoe pecrnypaTOpHOe OOIIEeCTBO PEeKOMEHIY-
eT Ha3HavaTh MPOOHYIO0 Teparmio IPorecTepoOHOM
B CJIyYasiX OBICTPOTrO YXYAIIEeHUST QYHKIY JIETKUX,
YKa3bIBaeTCsl, UTO TIPU ITOM C/ieiyeT MCCaenoBaTh
(YHKIMIO JIETKMX KaKOble 3 Mecsia U eciiy BbIpa-
>KEHHOCTh CMMIITOMOB M TEeMIIbl MPOrpeccupoBa-
HMS JIETOYHON HENOCTAaTOUHOCTM HE YMEHBIIAIOT-
Cs1 B TeUEHUM Tojia, TO TIPUEM TIpOorecTepoHa ciaeny-
eT MMPeKPaTuTh [2].
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IMpumeneHne nHrM6MTOPoB MTOR (CUpoOTUMY-
ca, 3BepojiMmMyca) B HacToslllee BpeMsl HaXOOWUT-
CsI Ha JTane KIMHUYeCKMUX UCIIbITaHuiA. B mpocnek-
TUBHOM OTKPBITOM KJIMHUYECKOM MCCaeq0BaHUM
Bissler et al. u3y4asoch BAusHME JaHHBIX ITperapa-
TOB Ha aHTMOMMOJIUITOMBI ITOY€EK Y 60JIbHBIX CO CITO-
pagndyeckum JIAM u JIAM-TC. ITocne roma npuéma
CUPOIMIMYCA Y MAIMEeHTOB ObIIO OTMEUEHO YMEHb-
neHne o6beMa aHTMOMMOIIUIIOM TTouTH Ha 50% oT
ucxomuoro (53,2+26,6%, p<0,001), O®B1 yBenu-
ynicsa Ha 118+330 v (p=0,06), ®XKEJI moBbIiCHICS
Ha 390+570 mn (p<0,001), ocTaTOUHBII 06BEM JIET-
KUX yMeHbIIMcs Ha 439+493 v (p=0,02). OgHako,
yepes rof, JaHHbIe TT0Ka3aTean YXyAIWINCh IOYTH
IO UCXOJHBIX 3HAUEHMI Wiu Jaxe Hike. Takxke, y
20% 6oNMbHBIX HAGMIOmANINCh TOO60UHbIE 3(PGHEKTHI:
nmenoHePUT, CTOMATUT, PECITUPATOPHbIE BUPYC-
Hble MHGEKIMN, Tuapesi, KOTOpble He MO3BOIMIN
MM TMPOWTU MOJNHBIN KypC Tepanuu CUPOIUMYCOM.
B aHasmornyHOM paHIOMMU3UMPOBAHHOM MCC/IEI0Ba-
HUM K KOHITY Tepanuyu uHru6uropamy mTOR pas-
Hu1A B AU hy3MOHHO CITOCOOGHOCTY JTIETKUX U TIe-
PEHOCUMMOCTY DU3NIECKUX HATPY30K MEKIY TPYII-
Mot 1ianebo M TPYIIION, MOTyYaBIlIeil Teparmnio
CcUpanumycom, Tepecrana Habmomatecs [10]. Ce-
JloBaTelbHO, HECMOTPS Ha TepCIeKTUBHOCTD AaH-
HOT'O HaripaB/ieHMs Tepanuu, EBporeiickoe pecrin-
paTopHOe OOIIEeCTBO He PEKOMEHIYET MPUMEHSTh
cuponumyc ajst teuenust JIAM. OgHako, B OTHelb-
HBbIX CJTy4YasxX, y MalMeHTOB C OBICTPO MPOTrpeccu-
pyioIIeil JTErouHo’ HeZOCTATOYHOCTBIO UM aHTUO-
MMOUIIOMaMM WM  JIuMdaHTHONIeioMUOMaMu,
He MO IA0NIVMICS JIEYEHMIO ITyTEM SMO0IM3aInn
WU APYTUMM MeTOAAMM KOHCEePBAaTUBHOM XUPYpP-
I'MM, BO3MOKHO Ha3HaueHue MHru6uTopoB mTOR
Toc/ie TIATebHOTO U3YYeHMSI COOTHOIIIEHUS PUCK/
nosib3a. Bo Bpems jedeHus: JaHHBIMU TIpernapara-
MM HeoOXOIMMO BHMMATENbHO CJAEIUTH 32 Pa3BU-
THEM I0O0YHBIX 3()(PEKTOB M KaXable 3 mecsia
MIPOBEPSITh QYHKITMIO BHEITHETO AbIXaHus [2].

1 CHATUS CMHIpOMa 6POHXUAIbHO 06CTPYK-
[IMY HA3HAYAIOT MHTISIIMOHHbBIE GPOHXOMUTUKNA.

OcHoBy omnepatuBHOrO JieueHusi JIAM cocraB-
JisieT TpaHCIIaHTaus JIETkux [11]. BepkuBaeMocTb
MalMeHToB Mocjae TpaHCIVIAaHTAIMKU JIETKUX CO-
crasisieT 86% uepes 1 rox, 76% — dyepe3 3 roma u
65% — uepes 5 ymer. TpaHCIUIAHTALIMS JIETKUX BbI-
NonHseTcsa naumeHtaMm, gocturmmm III-IV kiacc
mo NYHA, ¢ HaiMumeM I'MIOKCeMMUM B IIOKOeE, TSHKE-
JIBIM HapymenueM GyHKIuu Jerkux (O®B1=25%,
DLPO=27%) n nnepeHOCMMOCTU Harpys3ku (MaKCH-
MajbHOe ToTpebiieHne Kuciopoma <50% ot momk-
HOrO) [2].

Knuanueckuii ciyuaii

BonbHas M., 1975 roga poxkaenust (42 ropga), BepBblie
obpatwiach B LITIMCIT N26 r. [loHenk B aBrycre 2017rT.
¢ XanmobaMy Ha OIBIILKY Ipy (HMU3MUECKOil Harpyske u

c1aboctb. Bbuta BBIMIOTHEHA PEHTreHOrpaMma OpPraHoB
IPYOHOI MonocT (puc. 1.), Ha KOTOPOJi ObUT BHISIBJIEH TH-
JIpOTOpaKc CIpasa.

HampasneHa B ypreHTHOM MOPSIAKE K TOPaKaJIbHOMY
XUpypry JOHEIKOTO 06JaCTHOTO KIVMHUYECKOTO Teppu-
TOPUATBHOTO MeaUIMHCKOro o6benyHenus: (JJoKTMO),
TOCIIATAIN3MPOBaHA BO 2-e TOpaKajJbHOe OTHeleHNe
31.08.2017 r. OntepupoBana 01.09.2017 r., BbIITOJHEH TO-
paKoleHTe3 CIpaBa, ApeHNPOBaHMe IJIeBPaIbHO 11010~
ctu. IIpu c6ope aHaMHe3a KU3HU yKa3aua, YTO HeCKOIb-
KO JIeT Ha3aj, [epeHewIa XUPypruvyeckylo ornepanmio mo
YAaIeHUI0 MMOMBI MaTK!, & TaKoKe TPOXOANIa JIeueHne y
TMHEKOJIOra 10 NOBOAY MOMMKMUCTO3a SIMYHVKOB.

OO6BeKTUBHO: COCTOSIHME CpefHelt CTelleH! TSKeCTH.
HopmanbHoro nuranusi. KokHble ITOKPOBBI OOBIYHOI
okpacku. Ilepudepnueckue numdarmnyeckue y3iabl He
yBenn4ueHbl. Haz IETKMMM IepKYTOPHO JIETOYHBIN 3BYK
CJieBa, CripaBa — MPUTYIUIEHWE HIKe yIJIa JIOMaTKu. Ay-
CKY/IbTAaTMBHO B JIETKMX BE3MKY/SIDHOE AbIXaHUE CIIeBa,
CIIpaBa, B CpeSHUX U HIUKHUX OTHe/ax — He BhICJIyIINBa-

[

Puc. 1. PenTreHorpaMmma OpraHOB TPYAHOV TIOOCTU.
I'mpporopaxkc cripasa.

Puc. 2. MynbTicpe3oBasi KOMIIBIOTEPHAsi TOMOIpa-
¢dus ot 1.09.2017 1.
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Puc. 3. MynbTuCpe30Basi KOMIIbIOTEPHAsE TOMOTpa-
us or 1.09.2017 1.

eTcs, B BepXHUX — octabneHo. Y0 — 22 B MuH. [lesTesb-
HOCTb CepAlla PUTMUYHAS, TOHbI MPUITYLIEHBI. ITyabC —
90 B muH. AJl - 140/100 MM pr.cT. JKUBOT MSTKIIL, 6e3-
6oe3HeHHbIN. [TeyeHb y Kpas pé6epHoit myru. [leyeHb,
TOYKM He nanbnupyrorcs. OTEKOB HeT. dusuonornye-
CKJe OTIpaBJIEHUSI B HOpPME.

31.08.2017 r. mauueHTKe 6blIa TTPOBEIEHA MTYHKIIVS
TJIeBPaJIbHOI TOJIOCTH, B XOfle KOTOPOJi 6L B3SIT MaTe-
puan ajsl IUTOIOTUYECKOTO MCCIeqoBaHusl. B maTepua-
Jie 6bITM BBISIBJIEHBI ME30TETMOIMUTHI C IPU3HAKAMU JOVC-
Tpodun, MonMMOphHO-sIIepHbIe JeMKOUUThI 10 15-20 B
osie 3peHus (IIUTOrpaMMa PeaKTUBHOIO TJIEBPUTA).

Ilpy mnpoBemeHUM MyAbTUCPE30BOI KOMIIBIOTED-
Hoit Tomorpadum ot 1.09.2017r. (puc. 2.) B 060UX JET-
Kux (6osblile cripaBa) 6bUTM OGHAPYKEHbI MHOXECTBEH-
Hble OKPYTJIble TOHKOCTEHHBIE IT0A0CTH (KUCTBI) OT 0,7 cM
0o 1,2 cm. B mpaBoii nieBpaabHOM ITOMIOCTU OMpexness-
JIOCh 3HAUUTENIbHOEe KOMMYECTBO rasa, a Takke JUCTAIb-
HbI KOHEIl IpeHaskHOI TPpyOoKu. HUsKHSST MO/t TTPaBoro
JIETKOTO 6BI7Ia yMeHbIlIeHa B 00bEMe, IO/ IaB/IeHa, HeO T -
HOPO/IHO YIUIOTHEHA B 6a3albHbIX OTAEeNax (puc. 3.). B S9,
S10 mpaBoro JIETKOro BU3yalaM3UPOBAINUCh YTOJILEHUS
MEXKI0IbKOBBIX ITePEropoiOK 1 MeJIKe KUCTBI (puc. 4.).

IOunamuka. Ha pentreHockomuu ot 01.09.2017 1.
6bUIO OOHAPYKEHO, YTO MTPaBOe JIETKOe YaCTUYHO KOJIa-
6MpPOBAHO, B 3aJHE-HIKHUX OTAENax MPaBOro reMuTo-
pakca — He6OJIbIIIOe KOJMMYECTBO rasa M KUAKOCTH, UTO
CBUIETEJIbCTBOBAJIO O IPaBOCTOPOHHEM TMIIPOTOPAaK-
ce 1ocJie 3BaKyanuu XUIKOCTU U3 TPaBOii IJIeBpaJIbHOMN
nonoctu. Ha pentrenockonuu ot 06.09.2017 r. — mpaBoe
JIETKOe YaCTUYHO KoIabupoBaHO. B ammMKasbHBIX OT-
Jlefiax TIPaBOro TeMUTOPaKca — HeGObIIoe KOTNUECTBO
rasa. Ha penrtrenockoru ot 11.09.2017 r. cripaBa B 06-
JIACTU CUHYCOB OTIPELesisioch HebGO/MbIIoe KOIUYeCTBO
SKUIOKOCTMU.

13.09.2017 r. 65110 BhINOHEHO Y3U, B X0[le KOTOPO-
ro B IIPaBoOii TUIEBPATbHOI TOMOCTM GblIa OOGHApYKeHa
HEroMOT€eHHas JXUIKOCTb C TSDKUCTBIM KOMITIOHEHTOM, B
06BEME 10 2-X IUTPOB.
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Puc. 4. MynbTiCpe30Basi KOMITbIOTEpHAsT TOMOTpa-
¢us or 1.09.2017 1.

Ha pentrenockorum ot 13.09.2017 r. cnpaBa KHU3Y
OT 4-0ro pebpa ornpenensyioch 3aTeMHEHME TeMUTOpaKCa
3a CYET TUAPOTOpaAKCca. ITU JaHHbIe TOCTYXUIM OCHOBA-
HMEeM NPOBefeHMs MOBTOPHON omnepanyy — TOpaKoLeH-
Te3a U IpeHMPOBaHMS TIJIeBPa/IbHO ITOMOCTHU.

19.09.2017 r. mamyueHTKe 6bLIa BBIMIOTHEHA OIepa-
LIMS: BUAEOTOPAKOCKOMMS CIIpaBa, KIUIIMPOBaHNE TPY/I-
HOTO JIMMGaATUIECKOTO MPOTOKA, TIEBPOAE3, APEHUPO-
BaHMe MJIeBPaabHOM MMOJIOCTH.

Tlocne mpou3BeAEHHON omepauyuu OTMeuaiach IO-
JIOKUTEeNbHASI PEHTreHOo/JorMyecKkass OMHaMMKa U C
22.09.2017 r. mepecTanu HabIIOOAThCS IPU3HAKM HaJ-
Yyusi Ta3a U KUIKOCTY B TJIEBPa/IbHOI TTOIOCTH.

Vicxonst U3 XapakTepHbIX U3MeHeHMit érkux Ha KT
(HanMuMe MHOKECTBEHHBIX TOHKOCTEHHBIX KUCT U WH-
TEPCTULIMAIbHBIX M3MEHEeHMI), a Takke KIMHUYECKUX
MPOSIBJIEHUI B BUAE pPelVIUBUPYIOIIETO XMIOTOpaKca,
JIAHHO1 MMaIMeHTKe GbUT BbICTABJIEH AuarHo3: Jinmdan-
rMo/IelioMMOMAaTO3, XUJIOTOPaKc cripaBa. CormacHoO Kpu-
TepusiM EBponeiicKoro pecnupaTopHOro o6IecTBa, JaH-
Hasl KIMHMYECKas] KapTMHA COOTBETCTBYET OIpenenéH-
HoMmy JIAM.

SAKNIOYEHHUE

B 3ak/oueHre X0Teaoch ObI CKA3aThb, UTO JIMM-
(anrmoneitoMmnomaros SIBISIETCS PEOKUM, CIIOXK-
HBIM B AMarHOCTUKE U JedeHuy 3aboeBaHmueM. MH-
(opmupoBaHHOCTb Bpaueii 0 JaHHON MATOJIOTUU
HaXOOMUTCSI HA HU3KOM ypoBHe. HegocTaTouHO 13y-
YeHbl 9TUOJIOTUS U TIaTOTeHe3, B CJIE[ICTBUM Yero He
HaliileHO MOCTOBEPHO 3(PHEKTUBHBIX METOIOB Me-
JIVKaMeHTO3HOrO JieueHMs1. [IpOrHO3 y TaHHBIX I1a-
[IMEeHTOB HebIaronpusTHbIN. 10 HEKOTOPBIM JaH-
HBIM 3a ofauH rop mnokasaTtenu ODB1 y GoNbHBIX
JIAM cHmkarorces ot 100 mo 120 M B rof,.
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H.E. MoHnozaposa’, E.P. Ilupkoeckas’, O.A. I'ony6oea’, A.A. 3etinanosa’, /1.®. Illesuenko’

TOO BIIO «/[oHeyKuti HAYUOHANbHBLI MeOUYUHCKUT YHUsepcumem umeru M. Topvkozo», [JoHeyk
2JloHeykoe KIUHUHECKOe meppumopuanbHoe MeduyuHckoe 06seduHeHue, JoHeyx

JIMM®AHTUOIEIOMUOMATO3 JIETKUX: COBPEMEHHBIV B3I/ HA IIPOBJIEMY

JIumdaHT1ONIe10MIMOMATO3 SIBJISIETCSI PEIKUM, CJTOXK-
HBbIM B AMArHOCTUKE U JIEUeHUU, ITOJIMCUCTEMHBIM 3a60-
JieBaHMeM, KOTOPbIM OOJIEIOT TPEeMMYIIEeCTBEHHO JKeH-
IMHBI PeNpPOAYKTUBHOrO Bo3pacra. [Io maHHbiM EBpo-
TMeiickoro pecruparopHoro obmecrsa 3a 2010 rog, pac-
MPOCTPAHEHHOCTH JIMM(aHTHOIeioMMOMaTO3a COCTaB-
jstet 1 cnyvaii Ha 400 ThICSY KeHIUMH. [IpMHATO Bhize-
JISITb OIpeJle/IEHHbI, BEPOSITHBIN M BO3MOXXHBIN JIMM-
(danrnoneifoMmnomatos. B craThe mpeacTaBieH 0630p -
TepaTypbl, MOAKPEIIEHHbI KIMHUUECKUM CTyyaeM Ia-
LUMEHTKY C OINpeaeNéHHbIM JMMdaHToneiioMmmomaTo-
30M JIETKUX.

MammenTka M., 1975 roma poxkaeHus, 06paTuiach 3a
MeOUIMHCKOM MOMOIIBIO C Kajo6aMy Ha OABILIKY IIPU
He3HAUUTENbHOM (GU3MUEeCKOil Harpysku M C1aboCTb.
boula BhINTOSTHEHA pEeHTreHOTpaMMa OPraHoOB TPYyOHON
MOJIOCTY, Ha KOTOPBI/t OOHAPYKMUJICS IPaBOCTOPOHHMI
TUIPOTOpaKC. BosbHas 6blla HAMpaBjIeHa M TOCIUTAIN-
3MpOBaHa B TOpaKajabHOe OTAe/ieHye JIOHeIIKOro KIMHU-
YeCKOT0 TePPUTOPUATILHOTO MEAUIIMHCKOTO O0benyHe-
HVsL, T]I€ e ObUT BBITIOJIHEH TOPAKOIIEHTE3 U IPeHUPOBa-
HJe MPaBojii MIeBpaabHOI MmosocTu. O6BEKTUBHO COCTO-
sTHME TIaLIMEHTKY ObLIO PaclieHEeHO, KaK CpefHeli cTerne-
HU TsDKeCTU. Hap IETKMMY IepKYTOPHO: JIETOUHBIN 3BYK
c/ieBa, CIipaBa — NPUTYIUIEHNME HIUKe yIJia JIOMaTKu. Ay-
CKY/IbTATUBHO B JIETKUX BE3UKY/ISIDHOE [bIXaHUe cJie-
Ba, CIIpaBa B CPeAHMUX M HVKHUX OTHEeNaxX He BBICTYIIN-
BaJIOCh, B BepXHUX — ocnabneHo. YIOJ- 22 B MuH. B nyH-
KTaTe IieBpanbHOIL Xkuakoctu oT 31.08.2017 roma — xap-
TUHA peakTUBHOro IieBputa. 1.09.2017 6bl1a BITOIHE-

Ha MYJbTHMCPE30Basi KOMITbIOTEpHAs] ToMorpabus opra-
HOB TPYIHOI KJIETKYU, Ha KOTOPbIi OBV BBISIBJIEHBI MHO-
skecTBeHHbIe KucThl oT 0,7 cm mo 1,2 cm. C 1.09.2017 r.
0o 13.09.2017 r. oTMeyvanach OTpUIiaTebHas AMHAMMKKA,
MMPOTPECCUBHO YBEJIMUMBATIOCH KOJTMYECTBO JIUMQBbI, 00b-
€M KOTOPOI1, IT0 JaHHBIM yAbTPa3BYKOBOTO MCCIeH0Ba-
Hug ot 13.09.2017 1., joctur 2-x autpos. 19.09.2017 na-
LIMEHTKe Oblla BBITIOJIHEHA OIepauysl «KIUIIMPOBaHME
rpygHOro JuM@aTUyeckoro MpoTokKa, IieBpojes, npe-
HMUpOBaHMe TIJIeBpaJbHOV mosocTtu». I[locie mpousse-
JIEHHOII omepauyuu 0TMevanach MOMOXKUTEIbHASI peHTre-
HOJIOTMYeCKast IMHAMMKA.

Wcxoms u3 XapaKTepHbIX M3MEHEHMI JIETKUMX Ha
MY/IBTUCPE30BOii KOMIIbIOTEPHOI ToMorpaduu (Hamu-
Yye MHOKeCTBEHHBIX, 60sbIlie 10, TOHKOCTEHHBIX KUCT),
a TaKKe KIIMHMYECKUX ITPOSIBJIEHU B BULIE pelIUINBUDY-
IOIIEro XWJIOTOPAKCa, JAHHO TMalyeHTKe ObLT BbICTAB-
JleH nuarHo3s: Jlmmdaurmoneitommomartos jérkux. Co-
I7IacHO KpuTepusim EBpoIieiickoro pecrnupaTopHOro 06-
1ecTBa, JaHHAsl KAMHMYEeCcKas KapTUHA COOTBETCTBYET
omnpenenéHHoMy JIAM.

IlaHHas1 MaTonorus SIBJSIETCS KpaliHe peaKoil, 4acTo
He ImarHoctupyemoii. THGOpMUpPOBaHHOCTh Bpaueit o
JaHHOM 3a6oseBaHMM HM3Kasl. 3abojeBaHKe MMeeT He-
BBISICHEHHYIO 3TUOJIOTHIO, HeJOCTaTOYHO M3yUYeHHBbI I1a-
TOTEHE3, YTO BeHET K OTCYTCTBUIO 3(PPEKTUBHBIX METO-
OB MeIVKaMeHTO3HOTro jeueHus. Takke, 3a6oseBaHue
MMeeT KpajiHe He6IaronpusITHbIA MMPOTHO3.

Knrouegsle cnosa: miMmbaHTMOIEIOMMOMATO3, XUJIO-
TOpAaKc.

N.E. Monogarova', E.R. Tsirkovskaya', O.A. Golubova’, A.A. Zeynalova’, D.F. Shevchenko?

ISEI HPE «M. Gorky Donetsk National Medical University», Donetsk

2Donetsk Clinical Territorial Medical Association, Donetsk

PULMONARY LYMPHANGIOLEIOMYOMATOSIS: A MODERN VIEW OF THE PROBLEM

Lymphangioleiomyomatosis is a rare, difficult-to-di-
agnose -and- treat polysystemic disease, mainly suffered
by women in reproductive age. According to data from
European Respiratory Society for 2010, morbidity rate of
lymphangioleiomyomatosis makes 1 case per 400 thou-
sand of women. It is acceptable to identify certain, proba-
ble and possible lymphangioleiomyomatosis. The article
covers a literature review with clinical history of the pa-
tient suffered from definite pulmonary lymphangioleio-
myomatosis as a supplement.

The patient M., born in 1975, referred for medical aid
with complaints to dyspnea at minor physical stress and
weakness. X-ray examination of the thoracic cavity or-
gans has been performed that revealed a right-side hy-
drothorax. The patient was referred to, and hospital-
ized in Thoracic Department of Donetsk Clinical Terri-
torial Medical Association. She underwent the thoraco-
centesis and draining of the right pleural cavity. Objec-
tive state of the patient has been determined as moder-
ate severity. Lungs percussion: left side with lung reso-
nance, right side with dullness below the angle of scapu-

la. Auscultation: vesicular breathing in lungs on the left,
not auscultated in middle and lower regions on the right,
weakened in upper regions. RR- 22 per minute. Pleural li-
quor punctate dd. 31.08.2017 shows a reactive pleuritis
picture. On 1.09.2017 a multislice computer tomography
of thoracic organs has been done where multiple cysts
0,7 cm through 1,2 cm I dimension have been detected.
From 1.09.2017 through 13.09.2017, a negative dynamics
was noted; lymph amount was increasing progressively,
that, according to ultrasound examination dd. 13.09.2017
made up to 2 liters. On 19.09.2017, an operation was per-
formed for the patient: clipping of thorax lymph duct,
pleurodesis, drainage of pleural cavity. After operation
was performed, a positive X-ray dynamics was noted.

Considering the typical changes in lungs on mul-
tislice computer tomography image (multiple (more than
10) thin-walled cysts) and clinical manifestations as re-
current chylothorax, pulmonary lymphangioleiomyoma-
tosis has been diagnosed in the patient. Pursuant to Eu-
ropean European Respiratory Society criteria, such clini-
cal pattern corresponds to a certain type of LAM.

85



YHuBepcuteTckaa KnuHuka | 2019, N2 2 (31)

This pathology occurs extremely seldom, and often
its diagnosing is failed. Doctors are insufficiently aware
of this disease. It has an ambiguous etiology and insuf-
ficiently studied pathogenesis; all this is resulted in un-

availability of efficient methods of drug treatment and
extremely poor prognosis.
Key words: lymphangioleiomyomatosis, chylothorax.
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