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Pesiome

MpencTaBneH pefkuin cnyyal cUCTeMHOro numdaHruo-
nenomnomatosa (JIAM) y »keHwmHbl 31 roga. Mo KNMHMKo-
PEHTreHONOrNMYeCcKM [aHHbIM B TeuyeHue Tpex neT y
nayuneHTKN Habnoaanocb nporpeccnupoBaHe 3abonesa-
HMA (peunanBupYOLWMIA ABYCTOPOHHNI MHEBMOTOpPAKC
C XMNe3HbIM COLEPXUMbIM, M3MeHeHMe AaHHbix MCKT
rpyaHou 1 6ptolHOM nonocTy). [larHo3 NoaTBepKAeH
NPy U3yYeHUUN FrUCTONOrMYeCcKoro Matepumana ¢ UCnonb-
30BaHMEM WMMYHOIMCTOXMMMNYECKOrO UCCNefoBaHUA.
MpoBeaeHO KOHCepBaTMBHOE fleyeHne C Ha3HauyeHnem
3BepoNIMMyca, Ha GOoHe KOTOPOro Habnofanach NONOXu-
TenbHaA fMHamMUKa. [TonyyeHHble KIMHUYeCKne, peHTre-
HONOTrMYEeCKNe N TUCTONOrMYeckne faHHble CBUAeTesNb-
CTBYIOT O FOPMOHanbHOM 3aBucnumoctu JIAM.

KnioueBble cioBa: numdpaHrnonenoMmomaTos, rnagko-
MbILLIEYHbIe KIeTKU, COCYAbl, MHEBMOTOPAKC

Summary

A rare case of systemic lymphangioleiomyomatosis in a
31-year female is discussed. Clinically and radiological-
ly, there was a 3-year progression of the disease (relap-
sing bilateral pneumothorax with a chyle fluid, dynamic
change of CT-data). The diagnosis was verified after histo-
logical and immunohistochemical study. The patient was
effectively treated with Everolimus. Clinical, radiological
and histological data suggest lymphangioleiomyomato-
sis is a hormone-related disease.

Keywords: lymphangioleiomyomatosis, smooth muscle
cells, vessels, pneumothorax

JNumdanrnonennommomatos nerkux (JJAM) — 370
penKko BCTpevatolleecA 3aboneBaHue, XapakTepusyo-
weecs nponudepaumnen B MHTEPCTULMUANBHON TKaHW

ATUNMYECKUX FaJKOMbILWEYHbIX KNETOK C 0COObIMU M-
MYHOTMCTOXUMMYECKMMU cBoncTBammn [1-4]. Yactota
JIAM cocTtaBnseT 5 cnyyaeB Ha 1 MiH yenoBek. OcBegom-
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JIeHHOCTb O CyLLeCTBOBaHMM Takon natonoruu, Kak JIAM,
B Hallel CTpaHe KpaWHe orpaHuyYeHa, 1 Jake OnblTHble
naTosioroaHaToMbl B pAfe cyvyaes npuHumatoT 3a JIAM
MMOUAHbIN CKepo3.

Mo naHHbIM AMEpPUKAHCKOro TOpaKaibHOro obLecTsa
1 ANOHCKOro pecnupaTopHoro obuecTsa 3a 2016 r., JIAM,
KaK MpaBuio, NopaxaeT MeHLWNH penpoayKTMBHOIO BO3-
pacTa. CpeHuI1 Bo3pacT 60sbHbIX 0Koslo 35 neT [5]. Y myx-
4nH 1 geten JIAM BCTpeyaeTca UCKUYNTENBbHO pefKo.

B cBA3wm c pegkoctbio JIAM ero grnarHocTunKa 3atpya-
HuTenbHa. OT MOMeHTa BO3HMKHOBEHMA 3aboneBaHuA
O KINVMHNYECKMX NPOABNEHUN NPOXOANUT B CpegHeM Ao
5-6 neT. 10-neTHAA BbIKMBAEMOCTb COCTaBAeT B cpef-
Hem 90% B CLUA n 55-71% — B gpyrux ctpaHax. OcCHOB-
HaA npuunHa cmeptn npu JIAM — nporpeccupytowtas
NneroyHaa HefoOCTaTOYHOCTb U XPOHMYecKaa cepheyvHasn
HeAOoCTaTOYHOCTb Ha GOHe NTeroyHoro cepaua.

Stuonorna JIAM nonHocTbio HemssecTHa. OH Mo-
»KEeT HOCUTb HaCNeACTBEHHbIV XapakTep (nepepaetca no
AyTOCOMHO-AOMUHAHTHOMY TuMy), BCTpeyadacb B 30-40%
cnyJaeB Ha GoHe Tybepo3HOro ckneposa bypHeBuns, Tak
Ha3blBaembll JIAM, accounmpoBaHHbI C Tybepo3HbIM
cknepo3soMm, unu TSC-LAM [6, 7]. CunTaeTcs, 4To B OCHOBE
BO3HMKHOBeHUA JIAM, TaK ke Kak 1 Tybepo3HOoro ckne-
po3a, nexat myTauumm B reHax TSC2 (tuberous sclerosis
complex, Ty6epo3HbIi CKNEPO3HbIA KOMIMIEKC) U, PEXE,
TSC1, KOTOpble OTHOCATCA K reHam-cyrnpeccopam ony-
XOnen. TN reHbl KOAVPYIOT CMHTe3 OenkoB ramapTiHa
(TSC1) n Ty6epuHa (TSC2), MHrMGMpPYOLWUX GepMEHT Kn-
Ha3y, Ha3blBaeMy0 MULLUEHbIO panamuLmMHa MeKonmTa-
towmx (mammalian target of rapamycin — mTOR). lNpwu
M3BECTHbIX MyTaLMAX B reHax-Cynpeccopax npoucxogut
runepakTnBauma mTOR, 4yTO NpMBOAWUT K YCWIEHHOWN
nponudepauny, nexallen B OCHoBe OHKoreHesa. Kpo-
Me TOro, KneTku nprobpeTaloT NoTeHumnan K aTunmyHom
nponudepaLun 1 aHrroreHesy; HapywawTca GyHKLUN
NX POCTa, MUrPaLN 1 MPOJOCIKUTENbHOCTY KU3HN [8, 9].

CornacHo knaccudukaumm onyxonein nerkux BO3
(2015) JIAM OTHOCAT K OMyXONAM, BO3HMKAOWNM M3 ne-
PUBACKYNAPHbIX 3NUTENNOUAHbIX KneToK. OHu moryT
ObITb MENKUMU BepPETEHOOOPA3HbIMU (C BbICOKOW MpPO-
nudepaTVBHOM aKTUBHOCTbIO) U KPYMHbIMU — GoraTbiMu
uuTtonnasmoit. Mo gaHHbim J.C. Valencia n coast. (2001)
[10], K. Matsui n coaBT. (2000) [11], B KneTkax JIAM nme-
I0TCA pPeLenTopbl K 3CTPOreHaM, NPOrecTepoHy 1 pakTo-
pam pocTa, YemM oObACHAETCA yTaxeneHne 3abonesaHns
BO Bpemsa 6epeMeHHOCTU, NPU NpriemMe 3aMeCTUTENbHOM
ropmMoHanbHom Tepanuu [12-14] 1 KOMOMHMPOBaAHHbIX
opanbHbIX KOHTpauentusos. CTabunusauus npouecca
0TMeYaeTCA NP HaCTYMeHN MeHomnay3bl.

KnnHuyeckre HabnogeHua nokasbiBaloT, uto JIAM
MaHudecTupyeT nporpeccupytoleri  oapiwkon (80%),
NHeBMOTOpPaKkcoM (50-75%), xmnesHbIMy BbINOoTaMn TuMa
XWNOTOPAKCa, XU0acumnTa, pexe — xunonepukapga [8,

OTIIIBIIIanMil, nyJibMmoHoorna

15]. Takke BCTpeyvaloTcs IMMPaHrnosienoMmnombl, numea-
[AeHonaTtus, NeMoMMOMbl MaTK/ U aHTMONNMOMbI MOYEK.
B cBoto ouepepb nMbaHrmonenomrmomsl, NpeacTassio-
Lne KNCTO3Hble MOMOCTH, 3arnosIHeHHble NMMQON, N pac-
nonaratoowmecsa no xony numdaTnyeckux cocyfos, MOTyT
YBENMUMBaTbCA B 0ObeMe, CAaBMBaTh 1 CMeLaTb CMeX-
Hble OpraHbl C Pa3BUTMEM KIIMHMYECKOWN KapTMHbI «OCTPO-
ro »KMBOTa», HapyLleHnemM gedeKauunm n MoYencnycKaHus.
MoxeT BbIABAATLCA pacluMpeHre rpyaHoro numdartuye-
CKOro nNpoTokKa. M3pefka 6biBaeT KpoBOXapKaHbe.

EcTb ocHOBaHuA nonaratb, 4to Knetkn JIAM moryT
MeTacTa3npoBaTb Mo NUMGATUUECKM U KPOBEHOCHbIM
cocynam. JIAM knetku 6binv 06Hapy»KeHbl B KPOBM, MOYe,
XUNE3HOM XMNIKOCTK, a TakKXKe B JIErKOM 340pOBOro f0-
Hopa, nocne TpaHcnnaHTauun [16]. 3To 0bycnoBneHo
CNOCOBHOCTbIO BepeTeHOOOPA3HbIX KIEeTOK, 3KCrpec-
CUPYIOLMX MaTPUKCHblE MeTaNIonNpoTeNHasbl, 1 3MNu-
TENNOUAHBIX KNeTOK, NPOAYLMPYIOLWMX MNPOTenHasy
KaTencrH-K, pa3pyLlwaTtb BHEKNIETOUHbI MAaTPUKC, obec-
neyrBan BO3MOXKHOCTb murpaumu JIAM kneTok.

MNopakeHune nerknx npu JIAM, Kak npaBuno, fBycTo-
poHHee. MaKpocKonuyeckn O6HapY»KMBaKTCA MHOrO-
YMCNIEHHbIE KUCTO3Hble U y3enKoBble 0bpa3oBaHuA oT 0,2
[0 2 n 6onee cm B gnametpe. MNpy MUKPOCKOMMYECKOM
NCCefoBaHUM BUAHbI MENKME oYary rnagkoMmbllLeYHbIX
nponudepaToB BOKPYr BPOHXMON, B MEXaIbBEONSAPHbIX
rneperopofkax, BOKpYr apTepuii, BeH, NuMbaTnyeckux
NPOTOKOB, B MJIEBPE, a TaKKe KNCTO3Hble NONOCTU, B CTEH-
Kax KOTOPbIX MMEITCA pa3pacTaHna aTUNNYEeCKUX rnag-
KOMbILLEYHbIX KNeToK [2, 12, 17].

Mpu JIAM moryT HabnoopaTbCcA 1 BHeleroyHble 13-
MeHeHUsAs — nuMbaHrnonenommomsl, numbageHonaTus,
NerfoMUOMbI MaTKM 1 aHIMONNMOMbI NoYek. JlIumdaHrmo-
NeNoOMMOMbI MpPeAcTaBNeHbl KUCTO3HLIMWA MONOCTAMUY,
3anonHeHHbIMY NMMGON, C TeHAEHUMEN K POCTy No Xoay
nMmdaTMyeckmx cocyfoB B ManoM Tasy, 3abprolviHHOM
NPOCTPAHCTBE, B CPefOCTEHNM, Ha LUEe; MOXET TakxKe
BO3HMKaTb pacWupeHne rpygHoro numdatmyecko-
ro MpoTOKa, KOTOPOe OOHapYXMBAeTCA CiydyalHO npwu
dnooporpaduryeckom nccrnegoBaHnm.

B cBA3n ¢ pegkon yactoton JIAM ero knuHnyeckas
[OMarHocTuKa 3aTpyaHuUTeNbHa U B page ciyyaes Tpeby-
eT MophONOrMYeckoro NOATBEPKAEHNA — BbIMNOSHEHMA
6uoncumn nerkoro Npu BUAEOTOPAKOCKOMMU WU Topa-
koTomun. [poBedeHne upe3bpoHXManbHON 6roncun
NEerkoro Kak mMeHee VMHBa3WBHOrO MeTOfa YpeBaTo Bbl-
COKUM PUCKOM Pa3BUTWA MHEBMOTOPAKCA, a MHbOpMa-
TUBHOCTb MONYYEHHOro Af1A UCCIefoBaHMA MaTepuana,
BC/IefICTBUE ero Masioro o6bema, HeBeNvKa U COCTaBAseT
50-60% fAake B pyKax onbITHOro akcnepta [18].

Mpwn nogo3speHnn Ha JTAM npoBOAATCA CMMPOMETPUS,
GpOHXOAUIATALMOHHbIN TecT, 3XoKapaunorpadus, onpe-
nensetca anddysmoHHaa cnocobHoctb nerkux no CO
(okengy yrnepopa). Takxke Heobxoaumbl: MCKT opraHoB
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rpypnHon knetku (OI'K) ¢ BHYTpMBEHHbIM KOHTPACTUPOBa-
Huem, MCKT opraHos 6ptowHoi nonoctu (OBI) n manoro
Tasa TakKe C BHYTPMBEHHbIM KOHTpacTMpoOBaHVeM AJiA
BbIABMEHMA aHTMONUMOM MOYeK, NUMPaHTNONENOMNOM,
NerfioMMOM MaTKW, BbINOTa B OptoLLHO nonocTu. B cnyvae
JTAM, accouMmnpoBaHHOrO € TYGEPO3HbIM CKIIEPO30M, Bbl-
MOJTHAETCA NOUCK KOXKHbIX MPOABAEHN, KOMMblOTEPHanA
Tomorpadua MAM MarHUTHO-Pe3OHaHCHasA Tomorpadua
ronoBbl.

beccnopHbiM fokasatenbctBom JIAM cny»aT xapak-
TepHble KNVHNKO-PEHTreHoNnornyeckme gaHHole (pesynb-
TaTbl MCKT opraHoB rpygHon KneTtkn) 1 TakuMe npu3sHa-
KW, KaK >XEHCKWUIA Mon GOMbHbIX, HaNMyMe aHrMOANMOM
nouek, NeroMMOM MaTKW, XUNE3HOro BbiNOTa B rPyAHON
UNn GPIOWHON NOJSIOCTY, MOPGONIOrMYecKne MpPU3HaKK
JIAM B numdaTtumyecknx ysnax, CUMATOMbl Ty6epo3HOro
CKepo3a. DTU MPU3HAKM MCKITIOYAT HEOOXOAMMOCTb
Mopdornornyeckon sepudukaumm 3abonesaHus. fmcro-
Nornyeckoe NMoATBEpPXAeHMEe He TpebyeTcsa Takke npu
OTCYTCTBUUN KNUHNYECKON CUMMNTOMATUKNK, HO NP BbIAB-
nenumn KT-npusHakos JIAM, ecnu yposeHb VEGF-D (¢dak-
TOopa pocTa 3HAoTenusa cocypoB) — 6onee 800 nr/mn.
XoTa nosbiwweHHbIN ypoBeHb VEGF-D cumtaeTca guarHo-
cTnyeckum Kputepuem JIAM, ero pedepeHcHoe 3Haye-
HUue He ucknoyaet Hannuma JIAM.

YunTbiBadA BbllUeCKa3aHHOE U, Npexae BCero, Te Cy-
LeCTBEHHbIe TPYAHOCTM, C KOTOPbIMWU NPUXOAUTCA CTan-
KMBaTbCA Ha 3Tane AWarHOCTUKU n neveHusa JIAM, mbl
onuncbiBaem cobCTBEHHOE HabtoaeHve nocegHero.

Peub nget o 60nbHOM 31 rofla, y KOTOPOW B aBrycre
2016 r B 6onbHMLUe I. ApXaHrefbcka Obina BbIMOSHEHA
nanapockonuyeckas peseKkums 060mx ANYHUKOB MO Mo-
BOAY dHAOMETPUOWAHbIX KWCT. VI3 aHaMHe3a M3BeCTHO,
4YTO NauueHTKa He poxana. B TeueHne 3 mec oHa nony-
Yyana HM3KOAO03MPOBaHHble KOMOMHMPOBaHHbIE Opasib-
Hble KoHTpauentuBbl (KOK). MNMocne okoHuaHuA Kypca
KOK, B gekabpe 2016 r. noAaBuancb 6011 B HUXKHEN Ya-
¢t xunBoTa. Mo gaHHbIM Y3 manoro Tasa 3anofo3peHo
cepos3oLienie Nof KPyrnon CBA3KOW MaTKK CNIeBa, B CBA3M
C YeMm BbIMOJSIHEHa ero flanapockonuyeckasa MyHKUmA
3BaKyauueln po30BaToln CepO3HOM XNOKOCTU, B KOTOPOM
Npu LATONOMMYECKOM NCCNeA0BaHNM aTUMUYHBIX KNeTOK
N pOCTa MMKPOOPraHN3MOB He BbiAIBNEHO. B fanbHenwem
nauneHTKy neproanyecky 6ecnokonnm 6onm B K1MBoTe u
B ¢eBpasne 2017 r. oHa 6bina rocnTanM3npoBaHa B IKC-
TPeHHOM nopsAaKe B JIeHWHrpaAcKyto 06nacTHyo KNMHW-
yeckyto 6onbHuLy. Mpu Y3W BbIABAANOCH KUAKOCTHOE
HeoHOPOAHOE KNCTOBMAHOE HOBOOOpa3oBaHue 6onb-
WX Pa3MepOB, PACMONOXKEHHOE OT HVXHEero nosca
NeBOV MOYKM JO MPaBO MOAB3AOWHON obnactu, cme-
watouee MaTKy 1 MOYEBOW Ny3blpb. B Manom Tasy K Hemy
npunexanu aBa HEOJHOPOAHbIX MAEHTUYHbBIX HOBOOOPa-
30BaHuA pasmepamn 110x80 mm n 50x40 mm. Boinon-
HeHa MyHKUUs 3a0pIOLWMHHOIO HOBOOOPA30BaHMsA, NMpu

LMTONOIMYECKOM WCCNefoBaHUM MyHKTaTa aTUMUYHbIX
KJIETOK He BbIABMIEHO, HO O6HAPYXKEHO 6orbLIOe Konuye-
CTBO 3pUTPOLMTOB 1 NIMMdounToB. AMOYNaToOpHO, nocie
Bbinucky, npu MCKT OT'K n OBl noateep»<aeHbl AaHHbIe
Y3 — MHOXeCTBEHHble KMUCTO3Hble HOBOOOPa30BaHWA
B NepefHeM 1 3afHEM CPeoCTeHNN OT YPOBHSA Gpaxuno-
uedanbHbIX apTepuin (4o 29x43x62 Mm 1 50x51x120 Mmm
COOTBETCTBEHHO), PACMpPOCTpaHAWMNECs 3a0POWNHHO
(Ao 160x72x170 MM), CMelLLatoLLMe 1 OKYTbIBatoLme npu-
nexalye opraHbl K cocyapbl 6€3 VX KOMAPMMUPOBAHUS.
B manom Ta3y aHanorunyHble o6pa3oBaHMA C MaKCManb-
HbIM pa3mepom Ao 87x93x93 mm. [MaymneHTKa Hanpasne-
Ha B C3OMUL nm B.A. AnmasoBa, rae npoxoanna ctaumo-
HapHoe neyeHne B MapTe 1 mae 2017 r. bbin 3anogo3peH
numdaHrnonenomMmmomaTos 1 NpoBefeH Kypc KOHcepBa-
TVMBHOW Tepanuun.

B cBA3M cHapacTalowen gbixaTelbHOM HeOCTaTOUHO-
CTblo B Aekabpe 2017 r. naymeHTKa rocnmTann3rpoBaHa B
xupypruyeckoe otgeneHne C3MY um N.N. MeyHnkosa,
roe 6bil1 AMAarHOCTUPOBAH JIEBOCTOPOHHUIN HanpsXXeH-
HbI rngpoTopakc. [pu NyHKUMM NOAyyYeHO XunesHoe
coflep)Kumoe, B KOTOpoM mnpeobnagann numoounTsl;
OTMeYanocb Hanmumne TPUMULEPUAOB B KOHLEHTpaunum
17,61 mmonb/n (Npu Hopme 0-2,3); KOHLEHTpauma ob-
wero 6enka coctaBnana 43 r/n, anbbymuHa — 33 r/n.
CocTosAHME NauMeHTKN CTabun3npoBanoch, 1 oHa bbina
BbIMMCaHa Ha ambynaToOpHOe feYeHne C pekoMeHaaumnen
KoHTponbHoro MCKT OlK c KoHTpacTupoBaHuem Ans
YTOUYHEHUA NPUYMHBI XUIOTOPaKca.

B aHBape 2018 r. moBTOpHaa rocnuTanusauma B
xupypruyeckoe otgeneHve C3rMY mm. N.U. MeyHumko-
Ba. Mpu MCKT OlK n OBI1 ot 09.01.18 6bIfO BbIABAEHO
KpynHoe MHOrokamepHoe UAKOCTHoe obpa3oBaHume C
POBHBIMU YETKUMU KOHTYpPaMU, HE HaKarnamBaloLlee KOH-
TpacT (puc. 1), pacnonaratoLieeca no3agn rpyanHo-Ko-
UYNYHO-COCLIEBMAHON MblLLLbI cneBa (0T ypoBHA C,) 1 pac-
npocTpaHsaiolleecd B CpefocTEHUE, B 3abplolMHHOE
NPOCTPaHCTBO, B Mablli Ta3 C TeHAEHUMEN K POCTY B ABYX
nocneaHnx obnacTsx, C HaMYKEM XKUAKOCTY B OPIOLWIHON
nonoctun (puc. 2). B neBon nneepanbHOM NONOCTU TaKxKe
BbIAABNIEHA XUAKOCTb C KOMMPUMUPOBAHMEM NIEBOTO Ner-
Koro (cm. puc. 1). MaymeHTKe BbINOMHEHO APEHNPOBaHKe
NeBON MneBpasnibHON MNONOCTM C 3BaKyaumen numdsbl. Ha
3ToM $OHe NPU3HAKOB [bIXaTeNbHOW HeJoCTaTOYHOCTU
He OTMEYEHO.

YunTbiBasa OTCyTCTBME BepudrKkaumm npouecca,
pPOCT HOBOOOPA30BaHMsA 3a0PIOWVHHO 1 B MasioM Tasy
(B 1,2-2 pasa) c 6oneBbIM CUHAPOMOM, BPaYeOHbIM KOH-
CUJIMYMOM MPUHATO peLleHne 06 onepaTviBHOM JIeUeHMN.
22.01.2018 BbINOIHEHO yAaneHne 3abpoWNHHONO HOBO-
06pa3oBaHNA 1 HOBOOOGPa3OBaHUA B MasioM Tasy, KOTO-
poe 6b110 NpeaCTaBAEHO KMCTO3HbLIMU NONOCTAMM, COfep-
Xawmmy KpoBb 1 numoy. MNMpu MUKpOCKonMyeckom Krc-
CflefoBaHNM BbIABAEHbI PacClUMPeHHble NuMmdaTnyeckme
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Puc. 1. CaruTTanbHblii cpe3 rpyaHoil KNeTKn 1 GpIOLLHOIA NONOCTU: @ — NneBpanbHas NonoCTb: CNpaBa cy6TOTanbHO 3aTeHeHa, B 3aAHEM CPeao-
CTEHWUW BU3Yanu3npyeTcs onyxonesas TKaHb; 6 — CfieBa B GPOLLIHONA NONOCTU 06bEMHOE HOBOOOPA30BaHMe

a

6

Puc. 2. HoBoo6pa3oBaHue B Manom Tagy: 6 — CMELLEHHbIA MOYEBON My3bIpb (YKa3aH CTPEeNKoii)

cocyfibl, OKpY>XeHHble TpabeKynApHbIMY pa3pacTaHUaMM
rMafKoMbILLEYHbIX KNeTOK. ITO Aano OCHOBaHWe And ana-
FHOCTUKM NMdaHrnonerioMmmomaTosa.

Mpwn koHTponbHoM MCKT OTK (13.02.2018) otmeyeHa
oTpuvuaTenbHasa ArHamKKa B Bre noasneHus guddysHon
HepaBHOMEPHOW MHEBMAaTU3aLMA IerOYHOM TKaHW 3a cYeT
MHOMECTBEHHbIX  LeHTPUNOOYNAPHO  PacnonoMeHHbIX
OKPYI/IbIX BO3AYLUHbIX MOMOCTEN C TOHKOW CTEHKOW pas-
Mepamn 2-6 MM (puc. 3). COXpaHANOCb KOHromMepaTHoe
rmnopeHcHoe HoBoObpa3oBaHue pasmepamu go 90 Mm B

CPefoCTeHNN, HO C MOABNEHNEM TEHAEHLUMM K HaKome-
HUIO KOHTpPAcTa (CM. pu1C. 3), M Ha BCEM NPOTAXEHUN UHTUM-
HO CBA3aHHOE C MULLEBOLOM (OMNYX0Jib? KOHTIOMepaT NINM-
daTnueckrx y3nos?). XnakocTb B nieBpasbHbIX NOI0CTAX
OTCYTCTBOBAsIa (Ha pOHE APEHUPOBAHUA SIEBO MNIEBPab-
Holi nonoctn). Mpu OrAC ot 14.02.2018 — obpa3oBaHuWi
NULLEeBO/a, PUTMAHOCTY €ro CTEHOK He BbISIB/IEHO.
YuntbiBasa npogonxawowyoca numdbopeto, AaHHble
VUMMYHOTMCTOXMMMYECKOTO UCCNIEAO0BAHNA, COXpaHeHNe
06pa3oBaHyisA B CPEAOCTEHNUM, KOHCUIIMYMOM XUPYProB U1
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Puc. 3. HoBoo6pa3oBaHue: a — B 3a[iHeM CPejOCTEHUI CNeBa; 6 — MEeNIKMe KUCTbI B IerkKoM crpasa

OHKOJIOrOB MPUHATO pelleHne O MakCUManbHOM yaane-
HVW 06pa3oBaHMA CPefOCTEHNA W BbINOSIHEHUN NIEBPO-
Je3a. 15.02.2018 BbINoSIHEHO yhaneHvie 06pa3oBaHUsA 3af-
Hero cpefoCTeHNA crieBa C KOCTaNbHOW MeBPIKTOMMEN,
6uoncuelrt Nerkoro n nepeBA3Kon rpygHoro numdartu-
yeckoro npoToka. B ctabunbHOM cOCTOAHMM NaLMeHTKa
BblMMCaHa Ha ambynaTopHoe nevyeHne C pekoMeHaaumnen
nepecmoTpa crekon n 6nokos B HAM um. H.H. MeTtposa.

B anpene 2018 r. nauneHTKa rocnuTannsnpoBaHa B
xunpypruyeckoe otaenenuve N2 2 C3rMY nm. .M. MeuHn-
KOBa C Mpr3HakaMu NPaBOCTOPOHHEro rMApPOTOpPaKca.

BbinonHeHO ApeHupoBaHMe MpaBow nyeBpasbHON
NoJSIOCTU C yaanieHNeM XUe3HOW XUAKOCTU, U nocneay-
towten numoopeein go 550 mn B cyTkur. 16.05.2018 npous-
BeZleHbl yJarneHne onyxonu rpyaHoro numaTnyeckoro
NPOTOKa 1 CpefoCTeHns cnpaesa, nnespakromus. [Mpu ru-
CTOMIOrMYECKOM UCCNeAoBaHUN BbIABIEH POCT OMyXOmnu
TpabeKynApHOro CcTpoeHus, 6orato BacKynApmn3MpoBaH-
HOW, MecTamu cofiep»<aBLueli menkue numéooungHblie Gon-
nukynbl (pyc. 4) ¢ yyactkamm GUOPO3HON TKaHU Mexay
MbILLIEYHBIMW BOSIOKHamMK (puc. 5).

Mpn  MMMYHOrMCTOXMMMUYECKOM WUCCNeAoBaHUN B
OMyXoNeBbIX KieTKkax Oblna O6HapyXeHa 3Kcnpeccus
SMA (puc. 6), HMB45 (puc. 7), a TakxKe peLenTopoB K
acTporeHam (B 40% Knetok) (puc. 8) M NporectepoHy
(B 90% kneTokK) (puc. 9). B kneTkax, OKaNMnABLUMX rHe3[-
Hble CKOMJIeHWA, OTMeyvanacb MO3UTMBHAA peakuma Ha
D2-40, a B MHOrouncieHHbIX cocyfjlax — No3nTUBHanA pe-
akuus Ha CD-34. iHaekc nponudepaunn Ki-67 coctaBun
3% (pwnc. 10). BmecTte c Tem pe3synbTaTbl peakuymu Ha gec-
MWH OKa3anncb HeraTmBHbIMK. Taknum ob6pasom, rmcTono-

Puc. 5. Y4acTku prbp0o3HONA TKaHN MEXAY MblLIEYHbIMW BOSIOKHAMN. rmyeckasl CTPYKTypa Onyxonu 1 ee MMMyHodeHoTMn co-
Okpacka no BaH ['m3oHy, x150 OTBETCTBOBaNV IMMPaHIIONEIOMNOMATO3Y.

Puc. 4. PaspactaHue rnafkomblleyHbIX BOSIOKOH C TPabeKynspHbIM
poctom. OKpacka reMaToKCUIMHOM 1 3031HOM, X100




Puc. 6. BbipaKeHHas aKcnpeccus rnagkoMblLeyHoro aktuHa (SMA)
B MbILLEYHbIX Nponudeparax, x200

Puc. 8. 3kcnpeccus peLenTopos K nporectepoHy (PRS) B rnagkombi-
LLIEYHbIX KreTkax, x200

Puc. 10. MponudepatinBHas akTUBHOCTb KIETOK. Jkcnpeccus aaep-
Horo 6erka (Ki-67), x200

Haxofacb B KNVHYMKe, NauyeHTKa nosiyyana KoHcep-
BAaTUBHYIO Tepanuio 1 B CTabWibHOM COCTOSIHUM Obina
BbIMMCaHa Ha ambynaTopHOe fleueHre nog HabnogeHvie

mTI/ISIIIanIIIil, nysibMoHonornsa

Puc. 7. OtyeTnueas akcnpeccuss HMB45 B rnagkOMbILLIEYHbIX BOMOK-
Hax, x200

Puc. 9. 3kcnpeccus peuentopos K acTporeHy (ERS) B rnagkombiLLey-
HbIX KneTtkax, x200

OHKOJMOra 1 nysbMOHOJIOra C Ha3HaYeHeM 3BEPONUMY-
ca n aHactpasona (no 10 Mr n 1 Mr B A€Hb COOTBETCTBEH-
HO), a TaKXKe NnocTaBneHa Ha yyeT B HAW nynbmoHonorum.
B cBA3M € ToKCUYyecknmmn addekTamm 3Beponmmyca bbina
npon3BefeHa KoppeKunsa ero fo3bl M OTMeHa aHacTpa-
3ona. Ha poHe nprema nHruérutopos mTOR 1 6poHxonu-
TUYECKOW Tepanum oTMeuyeHa CcTabunmnsauns npouecca B
BUAE YNYyULLEeHUA NepeHOCUMOCTI MPUBbIYHOWN dur3nye-
CKOW Harpyskm 1 nokasatenen CruMpomMeTpuu, a TakxKe
npeKpaLLleHna HaKoMMeHMA XUNE3HOM XUAKOCTU B Mnpa-
BOW nnieBpanbHOM nonoctu. B HacToAwee Bpema naum-
€HTKa BepHysachb K pabore.

3aknwoueHue

JInmdbaHrronenommomaTos ABNAETCA OOHUM U3
NPOABNEHNN CUCTEMHOWN TNMafKOMblWeYHon nponude-
paLuny C rOpMOHasbHOW 3aBNCMOCTbIO, UTO MOATBEPX-
LEHO MMMYHOTMCTOXUMUYECKM UCCTejoBaHNEM (3KC-
npeccus peuentopos HMIB-45, ERS n PRS). icTouHnkom
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nponudepauyumn ABAAETCA CTBOJMIOBaA Me3eHXVMMHas
Knetka. Tunoeon MopdoreHes xapakrepusyerca Myib-
TULEHTPUYEeCKon nponndepaumnen pasnnyHbIX Knetou-
HbIX GOpM NeioMMouNTOB C 06pPa3oBaHMEM OYAroBbIX
n/vnn anddy3sHbIX 30H NOpPa)KeHUA C TeHAeHUMen nnm
6e3 k gecmonnactuke. KnmHuyeckas KapTrHa oTpaxaeT
Tonorpaduio npotecca, atanbl MopporeHesa 1 3BOSO-
unio JIAM. Ocob6eHHOCTV TeueHUsi reHepasiM3oBaHHOM

dopmbl JIAM TpebyeT 3HaHUSA COBPEMEHHbIX KpuTe-
pVeB AMArHOCTUKU W NleYeHNA, COBMECTHOro y4acTuaA
XUPYPros, MaTonoroaHaTOMOB, MYySIbMOHOJIOFOB C Ha-
npasneHvem nauuneHtoB B HAW nHTepcTuumanbHbiX u
opdaHHbIx 3abonesaHun lMeporo CaHkT-MNeTepbypr-
CKOTO roCyAapCTBEHHOrO MEAULIMHCKOTO YHUBEPCUTETA
M. akaga. W.I. NasnoBa c npoBefeHnem nevyeHnsa n BHe-
CeHVeM NaumneHToB B peecTp.
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