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Pesome

Crniopaguueckuit iumdanruoneitommomaros (JIAM) — ato opdaHHOe 3a00JeBaHKE, MOpaxXalollee MPEeUMYIIECTBEHHO XEHIIUH JeTOPOIHOTO
BozpacTa. [1oBbIllIeHNE OCBETOMIIEHHOCTH Bpayueil 00 3Toif O0JE3HN MOXET CIIOCOOCTBOBATH CBOEBPEMEHHON €ro NMarHOCTUKE W MPOBENeHUIO
JieueOHBIX MeponpusaTuii. Llenblo TaHHOI paboThI SIBUJIOCH TIPEACTaBICHNE KIMHUYECKOTO HAOTIOACHUST MOJIOAOM XXEeHIIIMHbBI, CTpaJatoeil pe-
KUM KHCTO3HBIM 3a00JeBaHueM jJerkux. [1pu nepBUYHOM 0OpallieHUH B KIMHUKY Y TALMEHTKHU ObUTY BBISIBJICHbI BBIPAXKEHHBIE KITMHUKO-PEHTTe-
HOJIOTUYECKUE U (DYHKITMOHATbHBIE M3MEHEHMST OPOHXOJIETOYHO CUCTEMBI U 3aIT0I03peHa pe/ikasi marojorusi. Bormpoc ycTaHOBIeHMsT OKOHYA-
TEJILHOTO IMarHo3a B caMble CXaTble CPOKM ObLT MPUHLMITMANIEH, T. K. IPY yTOYHEeHUU AuarHo3a JIAM nonpasymeBasach MHULIMALIMS MTaTOreHe-
tyeckoi tepanuu uHruo6uropom mTOR. o 2010 r. onpeneneHHbll auarHo3 JIAM ycTaHaBIMBAJICS TOJBKO MOCPEACTBOM XHUPYPTrU4eCcKOit
Ouoricuu JeroyHoit TkaHu. OAHAKO B HACTOsILEe BpeMsl Ha MpakTUKe HaOII0JaeTCs CIBUT AMAarHOCTUYECKON KOHLEILIMM B CTOPOHY MEHee
WHBa3UBHBIX METOIOB, MPU UCTIOIb30BAHUM KOTOPBIX Y OOJIBIIMHCTBA MALIMEHTOB UCKITIOYAETCS HEOOXOAMMOCTb XUPYPIrMUECKOTO BMEIIATENbCT-
Ba. 3akmovenue. [1poreMOHCTPUPOBAH AITOPUTM YCTAHOBIICHUST OTPEIEIEHHOTO nuarHo3a (cropanuieckoro JIAM) 6e3 Mopdorornieckoro
HCCIIeIOBAHMSI JIETKOTO.

KuroueBbie ciioBa: tumdanruoneiiomuomaTos (JIAM), anrnomuonumnoma, uHruourop mTOR, cuponumyc.
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DTHyeckas IKkcneprusa. [laHHOE KccIeIoBaHUe TTPOBOIWIOCH B COOTBETCTBUM C MPUHIIMTIAMU XeIbCUHKCKOM eKmapanuu BeemMupHoit Menn-
LIMHCKOI accolualuu. Y NauuMeHTKU NoJyyeHo MUCbMeHHOe NHGOPMUPOBAHHOE COTJlache Ha MyOJMKaLMIo OMMCaHUs KIMHUYECKOTOo ciyyasi,
pE3yIbTaTOB ee 00CIeIOBAHUS U JICUCHUSI.
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disease in a clinical case

Marina A. Makarova? >, Alexander V. Cherniak >’

! Federal State Autonomous Educational Institution of Higher Education “N.I.Pirogov Russian National Research Medical University” of the Ministry of Health
of the Russian Federation: ul. Ostrovityanova 1, Moscow, 117997, Russia

2 Federal State Budgetary Institution “Pulmonology Scientific Research Institute” under Federal Medical and Biological Agency of Russian Federation: Orekhovyy
bul’var 28, Moscow, 115682, Russia

3 State Budgetary Healthcare Institution of the City of Moscow “City Clinical Hospital named after D.D.Pletnev of Moscow Department of Health”:
ul. Odinnadtsataya Parkovaya 32, Moscow, 105077, Russia

Abstract

Sporadic lymphangioleiomyomatosis (LAM) is an orphan disease that primarily affects women of childbearing age. Increasing awareness of this
disease among physicians can contribute to its timely diagnosis and treatment. The aim of this work was to present a case of a young woman with
a rare cystic lung disease. At the first visit to the clinic, the patient showed pronounced clinical, radiological and functional changes in the
bronchopulmonary system, and a rare pathology was suspected. Establishing the definitive diagnosis in the shortest possible time was essential
because pathogenetic therapy with an mTOR inhibitor had to be initiated as soon as the diagnosis of LAM had been clarified. Until 2010, a definitive
diagnosis of LAM was made only by surgical lung biopsy. However, there is currently a shift in practice toward less invasive diagnostic methods that
eliminate the need for surgical intervention in most patients. Conclusion. An algorithm for making a definitive diagnosis (sporadic LAM) without
morphologic examination of the lung is demonstrated.

Key words: lymphangioleiomyomatosis, LAM, angiomyolipomas, mTOR inhibitor, sirolimus.

Conflict of Interest. There is no conflict of interest.

Funding. The authors declare that no external funding was provided for the study or publication.

The article is licensed by CC BY-NC 4.0 International Licensee https:/icreativecommons.org/licenses/by-nc/4.0/ 427


https://crossmark.crossref.org/dialog/?doi=10.18093/0869-0189-2020-30-5-519-532&domain=pdf&date_stamp=2020-10-10

Makaposa M.A., Yepnsax A.B. JlumbanruoneiiommomMaros: myTh K IUarHO3y PEAKOrO KMCTO3HOTO 3a00JIeBaHUsI JIETKUX

Ethical expertise. This study was conducted in accordance with the principles of the Declaration of Helsinki of the World Medical Association.
Voluntary informed consent was obtained from the patient for the publication of her clinical case, the results of her examination and treatment.

© Makarova M.A., Cherniak A.V., 2023

For citation: Makarova M.A., Cherniak A.V. Lymphangioleiomyomatosis: diagnosis of a rare cystic lung disease in a clinical case. Pul’monologiya.
2023; 33 (3): 427—433 (in Russian). DOI: 10.18093/0869-0189-2023-33-3-427-433

JIumdpanrnoneitiommomarosd (JIAM) — sTo penkoe
MYJIbTUCUCTEMHOE 3a00JieBaHUE, OTHOCSIIEeeCs K HO-
BOOOPA30BAHUSAM C MEPUBACKYISIPHON SMUTEITUOUI -
Ho#t nuddepeHmpoBKoii (Perivascular Epithelioid Cell
tumors — PEComa), KoTopoe mopaxkaeT mpenuMyIiecT-
BEHHO XXKEHIIMH IETOPOIHOIO BO3pacTa U XapaKTepus3y-
€TCs B MEePBYIO o4Yepeab 00pa30BaHWEM KUCT B JIETKUX,
a Takxke paspactaHueMm JIAM-KJIeTOK B MOpaxXKeHHBIX
opraHax [1-5].

Hcropuuecku JIAM cumTtasncst MHTEpCTULIMATLHBIM 3a-
OoJieBaHMEM JIETKUX. 3HAYNTEIbHEII ITPOrpecc B TOHUMAa-
Huu ratoreHesa JIAM mpowu3orten ¢ Hadama 2000-X TomoB.
B MexnmyHaponHoii KiaccuuKauuy oryxoieil KocTeil
u MATKUX TKaHel (2002) BbIneeHO CeMEMCTBO ME3EHXM -
MaJIbHBIX OITyXOJIei, 0003HAaYeHHBIX OOIINM TEPMUHOM
«II€KOMBI». [IeKOMBI — 3TO OIYXOJN ME3eHXNMaJIbHOM
TIPUPOIBI, COCTOSIIINE U3 TIEPUBACKYIISIPHBIX STTUTEINO-
WUIHBIX KJIETOK, KOTOPbIE 9KCIPECCUPYIOT KaK MeJaHOII -
tapubie (HMB-45, Melan-A, MiTF), Tak u MbllIe4HbIe
Mapkephl (SMA, mecMrH, MUO3WH), a TaKXKe BUMEHTHUH,
perenTophl K 3CTporeHy u ap. I1o ypoBHIO 3KcIpec-
CHU MapKepOB MEKOMBI OTJIMYAIOTCS IPYT OT Apyra [6].
B 2015 r. BcemupHoii opraHu3zaiueii 31paBooXpaHeHUsI
JIAM BMecTe ¢ 10OpOKaueCTBEHHbIMU U 3J10Ka4YeCcT-
BeHHBIMU omyxosiMmi PEComa pekiaccuduiimpoBaHbl
B HOBYIO rpymny onyxojeii — PEComatous. HekoTopnie
PEComas umeroT 3j10KauyecTBEHHbIE TTpU3HaK1, TOTAa
KaK ApyTHe MOXHO OCTOPOKHO 0003HAUYUTh KaK MMEIO-
IIME «HEOTIPEIEICHHBIN 3JTOKAY€CTBEHHBIN MOTEHIINAIT».
ITpu JTIAM upe3mepHas npoaudepanusi JIAM-kineTok
00ycyioBJIeHa MyTallMSIMU TEHOB KOMILIEKca TyOepO3HO-
ro ckineposa (TC) (Tuberous Sclerosis Complex — TSC),
B yactHocTH, TSC2. [TponeMoHCTpHUPOBaHbI KJIOHAJBHOE
npoucxoxaeHue JJAM-KneTok, a TakKe MX MHBa3MBHbII
Y METaCTaTUIECKUIA TTIOTEHITNAI, UTO SIBJISIETCSI JOTTOTHM -
TEJIBHBIM TTOATBEPKICHNEM TEOPUH HEOIUIACTUIECKOMN
OCHOBBI 3a00J1eBaHusl [7].

Tepmun «cnopaguyeckuii JIAM» ucnosb3yercs wist
nauueHToB ¢ JIAM 6e3 TC, B To BpeMs Kak ripu TC BbIsIB-
nsetcst JIAM, acconmmnpoBanHbii ¢ TC. Ciopagmdeckast
dopma JIAM npeobiiagaet M MOYTH UCKITIOUUTETHLHO T10-
paxaeT XKEeHIIMH B TpeMeHoMay3aJlbHOM BO3pacTe, XOTs
€CTb cooOILIeHre O caydasx y MyxxuuH [8]. [To naHHbIM
FE.C.Harknett et al., pacipoctpaneHHOCTh JIAM cocTtaB-
JigeT oT 3 10 8 ciyyaeB Ha | MJTH >XeHIIMH [9].

B xnuHuyeckoii kaptuHe JIAM nipeobnanaioT pecrnu-
paTopHbIE HapYIIeHUSsI, CPEI KOTOPBIX HanboJiee 4acTo
BCTPEYalOTCsl IPOrPECCUPYIOILast ObILIKA (< 2/, MalMeH-
TOB), PELMIMBUPYIOLINE THEBMOTOPAKCHI (= !/, clryyaeB)
U xujotopakchl (= 25 % nauuentos) [10].

Taxcke HepeaKo BCTpevyaloTCsl BHEJIETOUHBIE MTPOSIB-
JieHust 3a0oneBaHust — aHruoMuonumnoMsl (AMIT) Touek,
abmoMuHanbHas TuMbaneHonaTus 1 JMMQaHTHOIeHO-
MuoOMbI [11].

Hawnboiee yacTbie abnOMUHANIBHBIE MOPAXKEHUS TIPU
JIAM — 310 AMJI. OHM HabmonaroTcs npumepHo y 30 %
MalueHToB co criopannyeckum JIAM. AMIJI npencrapisiior
c000i1 ToOpoKaueCTBEeHHBIC 00pa30BaHMsI, ComepKalie
KPOBEHOCHBIE COCYIIBI, MBIIIEYHYIO TKaHb 1 XXUp. OmTHaKO
HeOOoJIbILIME TToYeYHbIe oOpa3oBaHus (< 4 ¢cM) TpeacTaB-
JISIIOT cO0O0#1 TeTepOTeHHYIO TPYITIY IMOpPaXKeHUWil OT J10-
OpoKavYeCTBEeHHBIX 00pa30BaHUI 1 KHCT IO BSUTOTEKYIINX
U arpeCcCUBHBIX 3JI0KAUeCTBEHHBIX HOBOOOpa3zoBaHuii. [1pu
nuddepeHunanbHoi nuarHoctuke AMJI Hepenko TpeOy-
€TCSl UCKJTIOUEHME APYTUX OIyXOJeil B TToUKax, BKIIIoUast
TMOYEYHOKJIETOUHYIO KapIIMHOMY Y OHKOLIUTOMY, a TaK-
K€ METacTaTUUeCKHe TIOPaKeHUST TICPBUYHBIX OITyXOJIei
U3 Apyrux opraHoB. Kpome Toro, JumnocapkoMbl 3a0pro-
IIWHHOTO MPOCTPAHCTBA Y MUEJIOIUIIOMbBI HAITTIOYCUHU -
KOB, OCOOCHHO €CJIM OHU Pa3BUBAIOTCS PSIIOM C ITOYKOM,
MOTYT UMUTUPOBATh rTosiBiieHre AMJI. Inarnoctrika AMJT
BO3MOKHA C MOMOILbIO BU3YATU3UPYIOIINX MHCTPYMEH -
TaJbHBIX UCCIICIOBaHWIA, TAKNX KaK YJIBTPa3ByKOBOE HC-
cnenoBanve (Y3W), kommnbiorepHas (KT) niau maruur-
Ho-pe3oHaHcHasg (MPT) Tomorpagus. B 6oabimHCTBe
cllyyaeB IMAarHOCTMKa BO3MOXHA 1o naHHbiM Y3U. Ecnu
JIMarHO3 HEe MOXET ObITh orpeaesieH ¢ momouibio KT min
MPT, pexoMenayeTcst buorcusi odbpazoBaHusl.

OCHOBHBIMM PYKOBOJICTBAMM IO TUAaTHOCTUKE U JIE-
yeHuto JIAM B HacTosiiee BpeMs SIBASIIOTCSI JOKYMEHTHI,
IMOATOTOBJIEHHBIE TPYMIION SKCIIEPTOB MO MHUIIUATUBE
EBpomneiickoro pecriuparopHoro odmecTsa (2010) [12],
a TakXe peKOMeHIaIlnu AMEepUKAHCKOTO TOpaKalb-
Horo / SImoHcKoro pecripatopHoro obiiects (2016,
2017) [13, 14].

[Ipu KIMHUKO-PEHTTEHOJIOTUYECKOM TTOI03PCHUN
Ha JIAM 1715 ycTaHOBJIEHUSI 1MarHo3a OMOMNCUIO JIer-
KOTO CJIeNyeT MPOBOAUTh B CUTYaLIMSIX, KOTIa YPOBHU
9HAOTeNMaIbHOrO (hakTopa pocta cocynoB D (Vascular
Endothelial Growth Factor D — VEGF-D) B HopMme 1 / wiu
JI0OKa3aHHbIe BHeJerouHble nposiBiaeHust JIAM orcyrcr-
ByloT [12—14].

DddhexTuBHON MaTOreHEeTUYECKOU Tepanueil npu
JIAM sBnstercst maruontop mI'OR — cupommmyc. Ipu
Ha3HAYCHUM CUPOJIMMYCa CTaOWIM3UPYETCS WX YTydIa-
eTcs (pyHKILMS Jerkux, yMeHbiuaeTcst oobem AJITT u / wimn
JIMMGbaHTUOJICMOMUOM, YMEHBIIAETCST WX TTOJTHOCTBIO
perpeccupyeTcsl XUIe3HbIN BBITIOT, YAyJIIaeTCs Kade-
CTBO XM3HU nauueHToB [15—17]. BapuanTom jieyeHust
Ha no3aHel ctaguu JIAM sBisieTcsl TpaHCIUIaHTALUS
JIETKUX, HO 3TO HE eMWHCTBEHHBII METOI JIeUeHUs abCco-
JTIOTHO JIJIST BCEX TAIIEHTOB C YCTAHOBJICHHBIM TUATHO30M
JIAM. TToxka3zaTtenu BeKMBaeMocTH 3a 10 JIeT pa3nnyaoT-
¢, Ho npeBbIaioT 90 %, uto GoJjiee 6J1aroNnpUATHO, YEM
CUMTAJIOCh paHee, a CPEHSIST BBKMBAEMOCTh 0€3 TpaHC-
IUTaHTaIMM coctapisieT > 20 et [18].

Llenbio naHHOM pabOTHI IBUJIOCH TIpeICTaBIeHUE al-
TOpUTMa YCTAaHOBJICHUS OMPeaeIeHHOTO AMarHo3a crio-
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panndeckoro JIAM y Mosonoit nauueHTKu 6e3 Mopgho-
JIOTUYECKOTO UCCIIeT0BAHUS JIETOYHOM TKaHU.

Knunuueckoe Habnioperme

IMamuentka I'. 1981 roma poxaeHust oopatuiacek B ['ocynap-
CTBEHHOE OIOIXKETHOE YUYpeXXIeHUE 3APaBOOXPAHEHUS TO-
pona MockBbl «['opoackast KiimHu4eckast 00JIbHUIIA UMEHU
J.d.I1nernena JdenapraMmeHTa 3apaBooXpaHeHus1 ropoaa Mo-
ckBbl» (I'BY3 r. MockBwl «I'Kb um. JI.J1.ITnetHeBa JI3M»)
B utosie 2020 r. ¢ xkajiobamMy Ha OABIIIKY MTPU HE3HAYUTEJIbHOM
(usmueckoit Harpyske (rmomgbeM > 1 aTaxa, xompba > 100 m),
HeTIPOMYKTUBHBIN Kallelb. BriepBrlie ctasia oTMeuaTh CHUKE-
HHE TOJIEPAHTHOCTH K (hu3ndeckoii Harpyske (T®H) ¢ aBrycra
2018 r., 3aTeM cTaym GeCITOKOUTh HETTPOAYKTUBHBIN Kalllesb,
CBUCTBI B rpyaHoii kietke. [Ipu obcaeqoBaHUM MO JaHHBIM
pentreHorpacduu (PI') opranos rpynHoii kinetku (OI'K) BbIsiB-
JieHa aMbu3eMa, 1Mo JaHHBIM CITUPOMETPUU TMATHOCTUPOBAHO
HapylIeHWe BEHTWISILIUY JIETKUX TT0 OOCTPYKTUBHOMY TUITY
(06bem (opcrpoBaHHOTO BhIOXa 3a 1-10 cexyHny (OPB)) —
60 %, hbopcupoBaHHas Xu3HeHHas1 eMKOCTb Jierkux (OXKEJT) —
90 %, O®B, / DXKEJI — 58 %), npoba ¢ canbOyTaMosIoM OTPU-
LaTeabHas1. YCTaHOBJIeH auarHo3 opoHxuanbHas actMa (BA).
Ha doHe pekoMeHI0BaHHOI MHTAJISIIIMOHHOM Tepariy B BUIE
KoMOuHauuu riaokokoptukoctepouaa (I'KC) u gaurens-
HO JIefcTBYIONIETO 3,-aroHncra anpeHopenentopos (JJIBA)
CBUCTHI B TPYIHOI KJIETKE U KaIlleJIb PeTpecCUpOBaIM, OJHAKO
COXpaHsiIach BbIpaxkeHHas ofbika. OnpllliKa co BpeMeHEM
MporpeccupoBaia U 3HaAYUTEJIbHO ycuauaach B arnpese 2020 r.,
B cBsi3U ¢ 3TuM BriepBbie BeinmosHeHa KT OT'K, no pesynbratam
KOTOpOI 0OHapyXeHa ToTajlbHas KUCTO3HAs TpaHc(opMalus
JIETKUX (CM. PUCYHOK).

Kypenue, mpodeccrnoHanibHbIC BPETHOCTH MAIIMEHTKA OT-
punaet. HacneacTBeHHOCTb MO OPOHXOJIETOYHOI MaTOJIOTUN
He oTsrolieHa. AJUIeproJoruyeckKuii aHaMHe3: CeHCUOMIM3aLust
K MbLIbLIE 1€PEBHEB.

[To nanHbIM 3x0Kapnuorpadun (anpens 2020 r.) mosocTu
cepllia He paclIMpeHbl, CUCTOJIMYECKOE JaBJICHNUE B JIETOUHOM
apTepuu — B HopMe. 1o nanHbIM Y3U opraHoB OpIOIIHOIA TO-
Jioctu (axorpadus) u noyex ot anpeiss 2020 r. BBISIBICHBI TPU-
3HaKU MUKPOJIMTOB IMPaBoil MOYKU, TUMGOy3HbIe U3MEHEHUS
MTapeHXUMBbI 00EUX MTOYeK.

Pucynok. KomrbioTepHass ToMOrpaMma OPraHOB TPYIHON KJIETKU
(arpess 2020 1.)

Figure. Computed tomogram of the chest (April, 2020)

[Tpu nmepBom Busute B 'BY3 r. MockBbl «I'KBb uwm.
J. . TlnetHeBa A3M» oTMeueHO oOlee yIOBIETBOPUTEIb-
Hoe coctosiHre. MHmeke maccsl Tena — 30 Kr / M?; yacToTa
NIBIXaTeTbHBIX IBUKEHUN — 20 B MUHYTY; 9acTOTa CepAeTHBIX
cokpauieHuit — 100 B MUHYTY; apTepuaJbHOE NaBJIeHUE —
120 / 80 mm pr. cT. mepudeprdeckas caTypaiusi KUCIOPOIOM
(SpO,) B okoe — 84—85 %, cumxkenue SpO, pu xonnde < 70 %.
JlpIxaHue Be3UKyJIIpHOE, OclableHHOe, XpUIOB HeT. 2KUBOT
MSITKUI, 6€30051e3HeHHBIN. OTEKOB HET.

[1pu nepBrUYHOI KOHCYAbTaLMK B Utosie 2020 r. peKOMEeHI0-
BaHbI KUCJIOPOAOTEPANUS B TOMAIIHUX YCJIOBUSX, YBEJIMUYEHUE
o0beMa 6asucHoi Tepanuu 1o bA, a Takxke 10006cie10BaHKE.

B pamkax noo0GciienoBaHUS BBIITOJHEHO UCCIIEA0BAHUE
¢yakmm BHemrHero apixanus (PBJI) (crimpomerpust, Tpoda
¢ OPOHXOJUTUYECKUM MpenapaToM, OOIUIUIETU3MOTpadus U uc-
cienoBaHue qudpdy3nOHHON CIOCOOHOCTH JIETKUX TTIO MOHOOK-
cuny yrepona (DL ). 3akioueHue: HapyIieHne BEHTUISIIIA-
OHHO¥ (DyHKLMM JIETKMX 1O 00CTpyKTUBHOMY TUny (O®PB, /
DXKEJ - 47 %), cpennersixenast creneb (OPB —58 % ) —
TeHepaTM30BaHHOE CHIDKEHUE CKOPOCTH (DOPCUPOBAHHOTO BhI-
[10Xa; YBEeJIMYEHUE OPOHXUABHOTO COMPOTUBIIEHUS. JJaHHBIX
0 HapyllIeHUU JIETOYHOU BEHTWISILIMY 110 PECTPUKTUBHOMY TUITY
He noJiydyeHo (o6masi eMkocTh Jerkux (OEJI) He cHuxeHa).
KusHeHHas eMKOCTb JIETKUX — B MpeAesiax HOpMbl. ['unepuH-
dusauus nerkux (yeaumdyeHue BHyTpurpynaHoro oorema, OEJI),
HaJIMYMe «BO3MYIIHBIX JOBYIIEK» (YBEJIUYEHUE OCTATOYHOTO
o0beMa jierkux u ero noiu B crpykrype OEJT). Cumkenne DL
TsDKEJIOoU crereHu (reMorioouH — 13,0 1 / ut; CKOppeKTUupo-
BanHas DL (DL, Kopp.) — 30 %mm) HENpPOINOPLUUOHAIBHO
anbBeosiIpHoMy 00bemy (V,) — DL conp. /V,—30%, . . Tpn
npoBeaeHnK Tpo6bI ¢ canbdyramosiom (400 mxr) mpupoct OPB,
coctapun 210 mn (11,4 %, ) (cM. Tabiuity).

[To nanHbiM KT opraHoB OprolliHOM MOJIOCTH, 3a0PIOLINH-
HOTO TIPOCTPAHCTBA, OPTAHOB MAaJIOTO Ta3a C BHYTPUBEHHBIM
YCUJIEHUEM B BEPXHEM CETMEHTE JIEBOI MOYKU BBISIBIEHO Y3-
JIoBOe 0Opa3oBaHue pazmepamu 16 X 30 X 30 MM ¢ YETKUMU
OYyTpUCTHIMM KOHTYPaMU, MHTEHCUBHO HAKATUTUBAIOIIEee KOHT-
pacTHOE BEIIEeCTBO B apTepuaIbHYIO a3y ¢ MTOCTENeHHBIM CHU-
>KEHUEM IUIOTHOCTU. Bokpyr o6pa3zoBaHus — MHOWIbTpALIUS
U OTeK KJIeTYaTKu. YalleuyHo-10XaHOUHAasl CUCTEMa HE pacllu-
peHa. YBeJIMYeHO KOJMYECTBO MapaaopTaabHbIX JUMdaTuue-
ckux y3noB (JIY) cripaBa u cieBa < 11 MM. MHOXecCTBEHHbIE
noas3aolHeie JIY ciesa < 12 MM ¢ KUCTO3HOI NTEPECTPONKOIA.
3akmouenue: KT-kapTuHa onyxonu jieBoii mouku. Jlumdane-
HomaTtus 3a0pIoMHHBIX JIY.

B cBs131 co BIiepBbIe BHISIBIIEHHBIM 00beMHBIM 00pa30BaHM -
€M B MOYKE MallMeHTKA TOCIUTAIM3MPOBAHA B OHKOYPOJIOTH -
yeckoe otaeneHue 'bY3 r. Mockswl «I'Kb nwm. J1.J1.ITnerHeBa
JI3M», 05.08.20 BbIMOIHEHA JJaapOTOMMUSI, Pe3eKLIUs JIeBOM
Mnouku. ['McTonornyeckoe 3aKkaOUYeHUe: OMYX0Jb COCTOUT
MPEUMYILIECTBEHHO U3 I1aAKOMBIIIEUHBIX KJIETOK, HEKOTO-
pble KOHIIEHTPUIECKN PacIolaraloTcsi BOKPYT COCYIOB, C Ha-
JIMYMEM KJIETOK CO CBETJION LuTOIUIa3Moil. [Ijisi mpoBeneHUs
nuddepeHunanbHOro nuaroda Mexay AMJI u xpomodooHoI
KapUMHOMOI BBIMOJHSIIOCh UMMYHOTHCcTOXMMUYeckoe (TX)
uccienoBanue. UI'X-3axnouenue — AMIJIL.

Ha ocHoBaHMM XapaKkTepHOIl KApTUHBI U3MEHEHU B JIeT-
kux 1o faHHbIM KT 1 mopdonornueckoit Bepudukauuu AMII
MOYKH YCTAHOBJICH ompeesieHHbli nuario3 JIAM. [1poBoau-
Mad Tepanus qonosHeHa uHruoutopomM mIOR cupoaumycom.
CoxpaHsijiach MHTAISILMOHHAY Tepanusi: opmoTtepost + Oyne-
conun 4,5 / 160 Mkr 1o 2 1036l 2 pa3a B CYyTKH, THOTPOITUS GpO-
MUz 2,5 Mr o 2 103bl 1 pa3a B CyTKU, UTIPATpOTIUs OpoMu +
denorepon 20 Mxr / 50 MKT 110 1 103€ TI0 TOTPEOHOCTH, a TAKXKE
KHUCJI0pOaOTEpanus B JOMAIIHUX YCIOBUSIX > 15 U ¢ 00s13aTesib-
HBIM BKJIIOUEHUEM HOYHOTO nepuopa cHa. B utone 2021 r. na-

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/ 429



Makaposa M.A., Yepnsax A.B. JlumbanruoneiiommomMaros: myTh K IUarHO3y PEAKOrO KMCTO3HOTO 3a00JIeBaHUsI JIETKUX

MNokasatenu
BOMX. UCX0fHO
Cnnpometpus:
« ®XEN, n 3,67 3,90
*00B,, n 3,18 1,85
* 0B, | OXEN, % 47,50
* O0B, / XEN, % 45,00
*NCB,n/c 713 4,50
*MOC,, n/c 6,13 1,84
*MOC,,n/c 4,37 0,90
*MOC,, nic 1,93 0,38
*COC,, ., nlc 373 0,79
Bopunnetuamorpadms:
* XEN, n 3,75 412
*Bro, n 2,87 4,34
«OEN, n 5,50 7,37
+ 00N, n 1,72 3,25
+ 00N/ OEN, % 32,20 44,10
*PO, ., N 1,15 1,09
*E,n 2,60 3,03
. Rawmﬂ', KkMa x ¢/n <03 0,56
. Rawm, KMaxc/n <0,3 0,30
. Rawm, KMaxc/n <0,3 0,42
[ndpchy3anoHHbIN TecT:
* DL, Mn/ MuH [ MM pT. CT. 27,88 8,36
*V,n 5,35 5,53
oHb, r/an 13,00
DL, oppy MIT | MUH | MM pT. CT. 27,88 8,47
. DLCOW' IV, Mn [ MuH [ MM pT. CT. [ N 5,07 1,53

Pe3yavmamot KomniaekcHo20 uccaedosanus YHKUUU 6HeutHe20 ObIXAHUS OMm gﬁoﬂzg‘(l)
Table
The results of a comprehensive testing of respiratory function on July 15, 2020
3Hayenne
nocne npoob! K03hpuLmeHT
Poom. ¢ 6poHxo- Poom. GpoHxo-
AunartaTopomM aunarauum, %
106 4,43 121 +13,6
58 2,06 65 +11,4
46,60
46,60
63 4,58 64
30 2,16 35
21 0,85 19
20 0,35 18
21 0,74 20
110
151
134
189
137
95
116
30
103
30
30
25,75~ MaKkon-

Mpumeyatme: GXEN ~ hopcuposanHas xusHeHHas emkocTs nerkix; OOB, — oGbem dopenposarHoro Bbigoxa sa 1-o cexyray; MOC — nukosag oGbemHas ckopocTs Bbigoxa; MOC
- cpeqaHsis 0GbeMHast ckopocTb npu Bbigoxe 25-75 % GIKEN; WEN - xusHeHHas emkocTs nerkux; BIO - BHyTpurpya-

MarlbHasi 06bemHad ckopocTb npu Buigoxe 25, 50 u 75 % OXEN, COC,,

Hot o6bem rasa; OEN - obwwas emkocTb nerkux; OOJT - ocTaTouHbIN 00bEM nerku; POMl — Pe3epBHblit 00bEM Bbl0Xa; EBq - eMKOCTb BOXa; Rawm — BpoHXManbHOE CONPOTUBNEHME AblXaTeNb-
HbIX MyTeit Ha BbiRoXe; Raw,  GpoHXyarbHoe conpoTvBrieHwe AbixaTenbHbix nyTeit Ha Bioxe; Raw ; — obluiee BGporxuanbHoe conpoTuenenve Abixarenshbix nyTei; DL, — anddpysuontast cro-

COBHOCTb NerkiX 1o MOHOOKCUAY Yrmepora; V, — arnbaeonapHbiit 06bem; Hb — remornobu.

LIMEHTKA KOHCYJIbTHPOBaHa TpaHCILIaHTo10roM DenepaabHOro
roCyIapCTBEHHOTO OI0MXKETHOTO yupexaeHust « HalmoHaabHbI
MEIULIMHCKUI HCCIef0BaTeIbCKUIA LIEHTP TPAHCIUIAaHTOJOTUM
U MCKYCCTBEHHBIX OpraHoB uMeHu akageMuka B.W.1llymakoBa»
MunucTepcTBa 3apaBooxpaHeHust Poccuiickoit Penepaninu.
BbinaHo 3akitoueHue, 4To B HACTOSIIIMI MOMEHT TpaHCILJIaHTa-
LM JIETKUX He TToKa3aHa, ISl OIpeae/IeHIsI TAKTUKY BeIeHUST
Y BHECEHMSI B JIMCT OXKUAAHMS MALIMEHTKA HYKAaeTCsl B IUHA-
MHUYECKOM HAOIIOACHUM IYJIbMOHOJIOTA U TPAHCILJIAHTOJIOTa.
PexomMeHmOBaH KOHTPOJbHBINA OCMOTP TPAHCILJIAHTOJIOTOM

yepe3 6 Mec., OHAKO I10 HACTOsIIEe BPeMsI MallMeHTKa M0~
BTOPHO Bpaya-TPaHCILIAHTOJIOTa He MOCeTHJIa.

3a 6oJiee yeM 2-JeTHUI TTepuo HAOIIOISHUS Yy MallueHTKU
noBbicuiach TOH, ymMeHbIIMIACH BBIPAXKEHHOCTD JAbIXaTeIbHOM
HezoctaTounocTu: SpO, B nokoe — 94 %, npu xoan0e CHUXe-
nue SpO, < 77 %. Ilo nanubiv KT OI'K — 6e3 noctosepHoii
JMMHAMUKH Pa3MepPOB MOJIOCTEM U UX pACIPOCTPAaHEHHOCTH, TIPU
KT 1 MPT opraHoB OproIIHOM IMOJOCTH, 3a0PIOILIMHHOIO MTPO-
CTPAHCTBA C BHYTPUBEHHBIM YCUJIEHUEM BBISIBJIEHBI OTCYTCTBHE
yBeJIUUEHUS 3a0PIOLIMHHBIX U abmoMuHanbHbIX JIY, a Takxke
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3ametku u3 npaktuku « Clinical cases

JIOKAJIbHBIE TTOCTOTIEPAllMOHHBIC PYOIIOBO-aTPO(GUUECKUE M3~
MEHEHU B JIEBOU TTOYKE.

IIpu cpaBHeHnn nanHbix @B/I ncxomHo 1 yepe3 6 Mec. Ha-
OJIOICHUSI OTMEYAJIOCh 3HAYMMOE YITydIlIeHUe IToKa3aTelIei Jie-
TOYHOI BEHTWISILIMY (YJIydIIeHre OpOHXUATIBHOM IMTPOXOIUMO-
CTH, CHIDKEHME COTTPOTUBIICHUS IbIXaTeIbHBIX ITyTEi U CTEIIEHU
«BO3MYIIHBIX JJOBYIIEK»). [Ipn maapHeiilieM TMHAMUYECKOM
KOHTpPOJIe OTMEUYEHO 3HAYMMOE HapacTaH1e OPOHX00OCTPYKLIMKI
yepe3 10 Mec., OTCYTCTBME U3MEHEHUI B ITOC/IEAYIOIINE 6 MeC.
CymiecTBeHHbIX M3MeHeHMI DL ., 32 BeCh IIepro HAOMIONEHNS
HE BbISIBJIEHO.

O6cyxaeHue

B nuddepeHimanbHO-AMarHOCTUYECKOM psiny nuddys-
HBIX KUCTO3HBIX TTOPaXXeHUM JIETKUX CJIEIyeT paccMa-
TpUBATh IUPOKUIA CIIEKTp 3a00JIeBaHUIi, OOIBITUHCTBO
13 KOTOPBIX YPE3BbIUYAHO pelKky. B TedyeHue 1uTeasHoro
BpPEMEHM KHCTO3HAas OOJIE3HB JIETKMX MOXKET ITPOTEKATh
OECCUMITTOMHO W MOXKET OBITH CIYIaifHO BBISIBJICHA IIPU
BoinosHeHun KT OT'K no apyroii npuunHe wiu npu
00cIenoBaHUM IJI1 YTOUYHEHHUS TeHe3a PecrupaTOpHBIX
kano6. Haubonee yacto npuxoautcs nudgepeHmupo-
BaTb KUCTHI B JieTKUX ¢ JIAM, rHCTUOLIMTO30M U3 KJIETOK
Jlanrepranca, cunapomom bepra—Xorra—/[100e 1 11uM-
ouaHoOI MHTEPCTULIMATIBHON MTHEBMOHUE.

ITo maHHBIM TIPEACTABJICHHOTO KIIMHITYECKOTO HA0JTI0-
JIEHUSI COCTOSTHIE Y MOJIOAOM KEHIIUHBI C TIPOTPECCUPYIO-
IIe OJBIIIKON B TeUeHMeE 2 JIeT Ha (poHe OOCTPYKTUBHBIX
HapyleHU BEHTWISIUMU JerKuX u ambuszemoii mo PI’
OT'K pacuenuBanoch kak bA. OnHako ofplKa, KOTO-
pas cTaJia IepBOIPUINHOI 00paIIeHNST 32 METUITMHCKOM
TTOMOIIIBIO, COXPaHsIach Ha (pOHE TPOBOIMMOIT MHT IS -
uoHHoit 6azucHoii Tepanuu 'KC + JIJIBA. AHanusupys
CJIOXKUMBIIYIOCS CUTYALIMIO, MOKHO TIPEATIOIOXUTh, YTO
Hea(pHEKTUBHOCTH TepaIlni HandoJjiee BEPOSITHO MOKET
OBITh aCCOLIMMPOBAaHA C HAPYIICHUEM TEXHUKW MHTaJIS -
LIMU, HEIOCTAaTOUHBIM 00BEMOM 0Oa3MCHOM Tepanuu UJIn
JIUCITHOD, HEe CBsI3aHHOM C BA.

BaxxHo mMOMHHTB, YTO MOJIOAOI BO3pacT, pecrupa-
TOPHBIE KaJT0ObI 1 OPOHXOOOCTPYKTUBHBIN TUI HApPYy-
IIeHUsT BEHTUJISILIMU HE BCeraa MOTYT paclieHHUBaThCs
kak BA. Tak, Mo 1aHHbIM KOMILIEKCHOTO UCCIeT0OBaHUST
OB/, (crtmpoMeTpus, bomuruieTusMorpadust, tuddy-
3MOHHBIN TeCT) Y XXeHIMH (7 = 131; cpemHuMii Bo3pacT —
41 £ 10 ner) ¢ nnarHo3om JIAM B 75 % ciydaeB BBISIBIISUT-
Csl OOCTPYKTUBHBIN THIT BEHTUJISIIIMOHHBIX HAPYIICHMIA.
Cumxenue DL peructpuposanoch y 87 % nauueHToK,
YTO JIMIITHUM pa3 MOm4epKUBaeT BaXKHOCTh BBITIOJTHEHUS
3TOrO MCClIeA0BaHusI MPU MpoBeneHUU AuddepeHanb-
HOI IMAarHOCTUKU reHe3a AUcnHoa [19].

XOTSI HATM4IMe KUCT B JIETKUX MOKHO 3aII003pUTD TIPU
PI' OT'K, KT BBICOKOTO pa3pelieHusT SIBIsSIETCS TPUOPU-
teTHbIM. KT y manmenTku I'. BbINOJIHEHA crycTs 2 TroAa
rocjie o0paIieH sl 3a MeIUIIMHCKOM ITOMOIIIBIO.

[Tpu mepBoM Bu3UTe y MallMeHTKY . 10 pe3ynbrataM
MMaIbIIEBOM MyTbCOKCUMETPUU BBISIBIICHA TbIXaTeIbHASI
HenoctatoyHocThb 111 crenenu, a mo nanubiM KT OT'K
OTMeueHa BBIpakeHHast KUCTO3Has TpaHCc(hopMalns JieT-
kux. TakuM 06pa3oM, CTajao OYeBUIHBIM, YTO IIPOTPeC-
CHpYIOIIIast OIbIIITKA 00YCIOBJIEHA Pa3BUTHEM JIbIXaTelb-
HOI HENOCTaTOYHOCTU Ha (hDOHE MHOXKECTBEHHBIX KUCT

B Jerkux. B mepBylo odyepenp mpearoaraics q1uarHos
JIAM.

McxomHO «30JI0THIM CTAaHIAPTOM» TUATHOCTUKU TSI
YCTaHOBJICHUSI OKOHYATeIbHOTO nrarHo3a JIAM siBnstercst
XUpyprudeckast ouoricus jerkoro. OgHako B HacTosIILIee
BpeMsI TIpU UCMOJIb30BAHUM HAaMMeHee MHBAa3MBHbBIX Me-
TOIWK, OOBEIUHSIOMINX KIIMHIYECKUE, PATOIOTHICCKIEC
1 J1abopaTOpHBIC NTaHHBIC, TOTPEOHOCTDH B IMIPOBEICHUH
XUPYpPIrudecKkoi omoricum cHikaercss Ha 60—80 % [20].
Crenys 3Tolt mapaaurme, IMarHOCTUYECKUI TMTOUCK ObLT
HaIIpaBJIeH Ha BBISIBJICHUE BHEJICTOYHBIX ITPOSIBICHUMA
3a6osieBaHusl. [Ipu KT opraHoB OprolIHO# MOJIOCTH,
3a0pIOIIMHHOrO MPOCTPAHCTBA, OPraHOB MaJIOTO Tasa
C BHYTPUBEHHbBIM YCUJIEHUEM ObLIM OOHApPYXXeHbI 00b-
eMHOe 00pa3oBaHUE B MOYKE U BHYTPpUOpPIOLIHAS JIUMpa-
neHomnatus. O6beMHOE 00pa3oBaHME B ITIOYKE COCTABIISI-
JIo 3 ¢M, OHAKO B TAaHHOM KJIMHUYECKOI CUTYalUu OHO
He ObL10 BhIsIBJIeHO npu Y3W. BrIsiBiaeHHbIE 110 JaHHBIM
KT opraHoB OpIo1IHOM MOJIOCTU U 3a0PIOILIMHHOTO MPO-
CTpaHCTBA U3MEHEHUSI TPAKTOBAJIMCH B IMIEPBYIO OUYepeIb
Kak BHeJierouHble nmposiieHus JIAM, onHako ObLIO He-
obxoaumo mopdosoruueckoe u MI'X-noarsepxaeHue.
K Tomy ke B ciiyuyae noarBepxxneHusi AMJI naiyeHTKe
¢ XapakTepHbIMM KcTamMu B Jierkux 1o gaHHbiM KT OT'K
OuoIICHSI JIETKOTO IJIs1 yCTAHOBJIEHMSI OTIPEAEEHHOTO -
arHo3a JIAM He TpeboBaiach. [To MHEHHUIO OOJIBILIMHCTBA
SKCIIEPTOB, TIPU UCITOJb30BAHUM 3TUX KPUTEPUEB K-
Hu4eckuii nuarto3 JIAM ycTaHaBIMBaeTCsT 1OCTATOUHO
JIOCTOBEPHO JIJISI UHULIMALWY JJIATEIbHOTO JIEYEHUS UH-
ruoutopom mTOR. OTka3 oT GUOTNCUM y TAKUX MALIUEH-
TOB 00OOCHOBAH BBICOKOI pacnpocTpaHeHHOCTh0 AMIJI
y XeHIIUH co cnopaanyeckuM JIAM, penkoctbio AMJI
MPY IPYTUX KUCTO3HBIX 3a001€BaHUSIX JIETKUX, UMUTUDY-
fo1ux JIAM, u puckamu 6uoncuu [12—14].

Takum o0Opa3oM, KIIMHUYECKUIA AUArHO3 ObLI MO/ -
TBEPKACH, YTO TTO3BOJIUIO0 MHULIMMPOBATH MATOTEHETH -
YecKylo Teparnuio cnopanudeckoro JIAM cupoaumycom.

3akntoyeHue

B cTaTthe npeactaBaeH AMarHOCTUYECKUI MyTh YCTaHOB-
JIEHUST [uarHo3a opchaHHoro 3adoeBaHus Jerkux (JIAM)
B paMKaxX HaMMeHee MHBAa3UBHOM CTpaTeTuM, KOTOpasi
Mo3BoJInIa U30eXKaTh XMPYPruyeckKon OMOINCUM JIETOUHOMU
TkaHu. K coxaneHuio, B JaHHOM cilyyae 1MarHo3 ycra-
HOBJICH YK€ Ha CTaJuU BbIPa)KEHHOTO KUCTO3HOTO Mopa-
KeHUS JIeTKUX. OTHaKO TIPU MYJIbTUIUCITUTLUIMHAPHOM
MMOIXONe K BEICHUIO MAIIMEHTKA OTMEUEHO TTOBBIIIICHUE
T®H, ynyuiieHne KauecTBa XXU3HHU, YTO B LIEJIOM IO3BO-
JIUJIO OTCPOYUTH BpeMs BKJIIOUEHUS B JIUCT OXUAAHUS
TpaHCIIAHTALIMU U TIePECaTKM JICTKUX.
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