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AHHOTauunAa
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MaTo30M. B KnnHnueckom Ha6ﬂ|0,quI/II/I npeacTaB/ieHbl 0CO6EHHOCTV COCTOAHUSA, TEMIMbI nporpeccnpoBaHuna, AuarHoCTnyeckme nogxoabl N nporpam-

Mbl BeeHNA NaLMEHTKIN C pefKon KNCTO3HOWM NaTonornemn nerkmnx.

KnioueBble cnoBa: nMMpaHrmonenommomaTos, nHrnbutopsl mTOR, KnuHnyeckuii cnyyvai
Ana yntnposanua: Nruatosa J1., banHosa E.B., benbcHep M.C. JlumdaHrnoneiommomaTos Nerknx: 0COGEHHOCTA KNNHUYECKON KapTWHBbI, AMnarHo-
CTVIKM U IeYEeHUs Ha NpumMepe KuHnyeckoro cnydas. Consilium Medicum. 2022;24(3):166-169. DOI: 10.26442/20751753.2022.3.201504

CASE REPORT

Lymphangioleiomyomatosis of the lungs: features of the clinical
picture, diagnosis and treatment. Case report

Galina L. Ignatova, Elena V. Blinova™, Mariia S. Bel'sner

South Ural State Medical University, Chelyabinsk, Russia

Abstract

The article highlights the main issues of etiology, pathogenesis, clinical picture, diagnosis and treatment of patients with lymphangioleiomyomatosis.
The clinical observation presents the features of the condition, the rate of progression, diagnostic approaches and management programs for a

patient with a rare cystic lung pathology.
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BBepgeHune

JNIumdanrnoneitomnomaros (JIAM) - penkoe mporpec-
cupyloljee CHUCTeMHOe 3abo/ieBaHMe, XapaKTepu3yloleecs
HapylleHHOil Ipo/mdepalyell INagKOMBIIIEYHbIX K/IETOK
(JIAM-K/eToK) ¢ pasBUTHEM IIPOrpecCUpYIOlIeil KICTO3HOM
IereHepanuy JIerOYHON TKaHY, BOSHMKHOBEHMEM XVIOTOPAK-
Ca, aCIjUTa U AHTMOMUOIUIIOM Pas/INYHOl ToKamusaunu [1,2].

dmuonoaus

JIAM MoxeT ObITb CLIOpafiyecKuM b0 pa3BUBaThCS Y 60/b-
HbIX TybeposubM ckeposoM (TC). TC (6onesup BypaeBwnst)
9TO HACTIEACTBEHHBII 4y TOCOMHO-JOMUHAHTHBII CUHPOM, IIPK
KOTOPOM IIPOMCXOAUT (GOPMUPOBAHNE FAMAPTOM B PasHBIX Op-
TaHax M TKaHsX. [10/MCICTeMHBIT XapaKTep HapyIe it COIpo-
BOXX/IAETCS LIMPOKNUM CIIEKTPOM CHMIITOMOB: TIOBPEX/EHUSAMM
TOJIOBHOTO MO3Ta, KOTOPbIE€ MOTYT BBI3BIBATD SIIUIEICHIO Vi CHY-
JKEeHVE MHTe/UIEKTa; HOBOOOPA30BAHVSAMU KOXKI U IJIA3HOTO [JHA;
HOpaXKeHVeM BHY TPeHHIX OpraHoB (JIerkue, cepate, mouku) [3].
Oxorno 85% crmydaes JIAM ABIAIOTCA COPaANIeCKUMU, OObIY-
HO IPOTEKAIOT TsDKeTiee 11 ObICTpee IPUBOAAT K GOPMUPOBAHMIO

IbIXaTe/IbHOM HEMOCTATOYHOCTY ¥ MHBA/IMAV3AIMN ITALIIEHTOB.
Tucronornyeckue n3MeHeHus mpu criopagmdeckom JIAM u ipu
JIAM, acconympoBanHOM ¢ TC, MIEHTUYHBI, YTO IO3BOJIAET
[pefnonaraTb obIue reHeTHYecKre 1 MaToPpu3nonorniecKme
MeXaHu3Mbl 0601X 3a6oneBanmii [4].

TC obycnobnen Myrtarmsamu B reHax TSCI (kopupyer 6eok
ramapTuH) u TSC2 (xopypyeT 6eloK TyOepuH), a CIOpaiTdecKuit
JIAM rnaBHBIM 06pasoM CBsA3aH ¢ MyTaiyeil B rene TSC2 [5].
OcHOBHas1 pO/Ib KOMITIEKCa 3TUX O€IKOB COCTONUT B MHIMOMPOBA-
Hyy (pepMeHTa KMHA3bI, KOTOPYIO HAa3bIBAIOT MUILEHDBIO pariaMi-
IMHa MIeKonuTamyx (mammalian target of rapamycin, mTOR)
Y KOTOpasi CIY>KUT OCHOBHBIM PETry/IATOPOM KJIETOYHOTO POCTA.
Myrauus renos TSC npuBopuT K akTusanyy KnHashl mI'OR u
Hasiee — K HeperyImpyemoii mpomdeparym KIeTok [6].

Mamocpusuonoausa

IIpu JIAM B nerkux mOsABAAITCA ocobbie JIAM-KneTku,
IpefcTaBsioNe co60it SMUTENTNOUTHDIE KJIETKY WU II0XO0-
xye Ha MnoguopobacTsl BepereHooOpasHble KaeTku. JIJAM-
KJIETKM MOTYT METACTa3MpOBaTb 110 KPOBEHOCHBIM MJIN IUM-~
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daruyeckuM cocyfaM Moflo6HO K/IeTKaM 3/10KauyeCTBEHHBIX
omyxorneit. Beperenoo6pasusie JTAM-KIeTKN 9KCIPECCUPY-
10T MaTPUKCHBIE META/IONPOTENHA3DI, KOTOPbIe PaspyIIAIOT
BHEK/IETOUHBIIT MATPMUKC U T€M CaMbIM O0JIEr4aloT MUTPALINIO
K1eToK. IIoMrMO 3TOro, 1 BepeTeHOOOPa3Hble, M SMUTENNO-
upHble JIAM-KIeTKy pOfyLUPYIOT mpoTeasdy KarerncuHa K,
KOTOpasi TaKkXKe CIIOCOOCTBYeT HAerpajjaliuyl BHEKIETOYHOTO
MaTpUKCa ! BMECTe C MeTa/IONPOTeNHa3aMM BbI3bIBAET pas-
pyleHue TerouHol mapeHxumsl [6]. Kpome Toro, JAM-kiet-
KI 9KCIIPECCUPYIOT PELeNTOPhI K 3CTPOTEHY U IPOreCTepOHY,
YTO OOBSACHAET HepelKoe yXyAlleHne TedeHMs 3a60/IeBaHs
BO BpeMs1 6epeMEeHHOCTH U YMEHbIIeH)e CKOPOCTI IIporpec-
CHPOBaHMS [IOC/Ie HACTYIUIEHVSI MEHOIIay3bl. BO3MOXXHO, TOp-
MOHBI OKa3bIBaIOT BIMsiHMe Ha Iponudepanuio JIAM-KieTox,
XOTs1 pO/Ib 9CTPOTeHOB B IaroreHese JIAM ocTaeTcst HeBbIsAC-
HEHHoI1 [6].

KnuHuyeckasa kapmuHa

OCHOBHBIMM KIVMHMYECKUMM IpyusHakamy JIAM sABIAOTCS
[IPOrPeCCUpPYIOIIAsl  OfBIIIKA, IOBTOPHBIE ITHEBMOTOPAKCHI
(B 50-75% cmy4aeB), HaKOIUIEHME XIWIE3HOTO BBIIOTA B
IUTeBPAIbHON MM OPIOLIHOI IOZIOCTH, SMM30fBI KPOBOXapKa-
HbS, aHTMIOIMITOMBI TIOYeK [5].

K BHe/nerouHbIM OTHOCAT Cenyouye nposasnenns JIAM:

o AHIMOMMONUIIOMBI ITOYEK — FOOpOKadeCcTBEHHBIE 06pa30-
BaHMA pasMepamu ot 1 1o 20 cM u 6oree, 06bI9HO 06HAPY-
X1MBaeMble B 1MOYKax y 40% OONbHBIX CO CHOpafUIecKuM
JIAM n y 80% mammentoB ¢ JIAM-TC, gacto omepexas
pasBUTME JIETOYHOI HAaTOMOTMM. AHTMOMMUONUIIOMBI He-
PENKO CYIIECTBYIOT O€CCHMIITOMHO, HO Ipy GOJBIIOM UX
KO/IMYeCTBe U KPYIHBIX pasMepax MOTYT CTaTh HPUYNMHOM
reMarypun 1 60/ B HOSACHUIIE.

o X1/Ie3HBIiT acUUT, OOYC/IOB/IEHHBII CHjaBIeHNeM MuMari-
YeCKIX COCYIOB 1 OOBIYHO COYETAIOLIMIICS C XMIOTOPAKCOM.

o AbmommHanbHas  uMmdaneHomaTus  (3a0poLIVHHASL,
peXke — BHyTPUTA30Basi) — He UMeeT KIMHIYECKIUX IPOsIB-
JIEHWIT M ;UaTHOCTUPYETCS MIPU YIbTPa3BYKOBOM MCCIENO-
Banuu (Y3W) nnu komnbioteproit romorpaduu (KT) opra-
HOB OPIOIIHOL TOIOCTH ¥ 1/3 GOTIbHBIX.

o JInMpaHIMONeIOMUOMBI — KpPYIIHbIe KICTO3HbIE OIYXO-
JIeBUAHBIE 0Opa30BaHMsI, COCTOsAIME U3 TUMATIIECKON
TKAHU U PACIIOJIOKEHHbIE Yallle B OPIOLIHOI ITOOCTH, 3a-
OPIOIIVHHOM IIPOCTPAHCTBE, HOMOCTH Tasa. Berpevarorcs
y 10% 6onpHbIx IAM [6].

AuazHocmuka

Huarnoctideckue kpurepun JIAM chopmynpoBaHbI B K-
HIYECKIX PeKOMEeHAaLysix EBpomerickoro pecrparopHoro o6-
LIeCTBa 110 AMaTHOCTMKe U BefleHnio JIAM, cormacHO KOTOpbIM
[MarHO3 MOXKET MMEeTb Pa3HYIO CTelleHb BepOATHOCTH. Brimern-
0T OnpedeneHHblLl, 8eposmHbiii u 803moxcHvill JIAM [5].

Onpeoenennviii TAM

1) XapakrepHas unu cxogHas ¢ JIAM kapTiHa M3MeHeHMIT
B nerkux rmpu KT Bricokoro paspemenns (KTBP) u cBoit-
crBenHas JIAM marorormdyeckas KapTuHa B Omorrare
JIETKOTO.

2) XapakTepHast KapTiHa u3MeHeHmit B nerkux npu KTBP B
COYeTaHMM C OFHMM U3 CNIEAYIOIMX IPU3HAKOB:
* AHTMOMMO/IMIIOMA B ITOYKAX;
o XUJIE3HBIIT BBIIIOT B I/IEBPAJIbHOI 1TV OPIOIIHON IOTOCTH;
o MMMQAHTHONEIIOMIOMa;
o nopaxxerne JIAM /mmmarndecknx y3nos;
« orpefieneHHbIN nmu BepoATHbIi TC.

Bepoamnuviii TAM

1) XapaxTepHasA KapTyHa usMeHeHmit B nerkux npu KTBP u
TUIIMYHOE KIMHUYECKOe TedeHue 60Ie3HN.

2) Cxopuas ¢ JIAM kapTuHa usmeHeHuii B merkux npu KTBP
B COYETAHUM C OIHUM U3 CIEYIOUIUX IIPU3HAKOB:
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* AHT'MOMMO/INIIOMA B IIOYKaX;
* XUJIE3HBII BBITIOT B HHCBPa)’IbHOf/I nnm 6p}OH.IHOI7[ IIO/TIOCTU.

Bosmoncnouii IAM

XapakrepHasa umn cxopHas ¢ JIAM kapTuHa uM3MeHeHMi B
nerkux npy KTBP [5]. Takas curyauust tpebyet anddepenun-
QJIBHOJ JATHOCTVKY JPYTUX KICTO3HBIX 3a00/1eBaHMIT JIETKIX:

« 9M(pU3eMa JIETKIXK;

o JTAHT€PraHCOK/IETOYHBII TUCTHOLNTO3 (TUCTHOLNTO3 X);

o GOUIUKY/ISIPHBIIL OpOHXMONUT 1 MMMOLUTAPHAS UHTEP-
CTUIVA/IbHAA TTHEBMOHNA, aCCOLMMPOBAHHAA C CUHJPO-
moM Illerpena;

o cungpom Bepra-Xorra-Jlo6e;

« 60/e3Hb HAKOIUIEHMs JIETKMX Lielleil VIMMYHOIZIOOYIn-
na (Ig) G;

« runep-IgE-cunpgpom;

* OITyXO/M TTIAJKOM MYCKY/IaTyphl (MMOCapKOMa, JIeilOMIO-
capKoMa), OITyXO/M AMYHMKOB [1, 6].

QO6s13aTeNnbHbIM KOMIIOHEHTOM AuarHocTuku JIAM gBjiser-
Cs1 MICCTIeiOBaHMe JIETOYHOI (QYHKINM, KOTOPOE IMOMUMO CIIN-
POMeTpUM JOIDKHO BKJIKOYATh M3MepeHNe JIETOYHBIX 00beMOB
(6onumieTramorpaduio) 1 oueHKy AuddysMoHHOI crocob-
HocTy nerkux. CHkeHue neroHoi ang¢ysuu npu JIAM 06-
HapY>KMBAeTCs Yallle M CYUTaeTCs Hanbosee paHHUM QYHKIIM-
OHAJIbHBIM IMPU3HAKOM JJAHHOTO 3a00JIeBaHMsA, YeM CHIDKEHME
o6beMa GopcupoBaHHOrO BbIoXa 3a 1-10 cekyHay (ODB,) kak
OCHOBHOTO I10Ka3aTe/isi OpOHXMaNIbHOI 06CTpyKImH [5].

KTBP - onTuManbHBIL MeTOR Ty4eBol auarHoctuky JIAM.
Tumrunsivy KT-npusHakaMu CUMTAIOT HalMU4Me 4eTKO o4ep-
YEeHHBIX OKPYIJIbIX TOHKOCTEHHBIX KVCT pasHBIX pa3MepoB OT
€/lBa pasINIMMBIX 10 25-30 MM B IMaMeTpe, PacloNO>KeHHbIX
CUMMETPUYHO B 000MX JIETKMX U PABHOMEPHO 110 BCEM IIOJLAM;
KOJIMYECTBO — OT efMHIYHBIX KUCT O IIOYTH IIOTTHOTO 3aMellle-
HYIS1 IMU TIETOYHOJ TapeHXMMBI [5].

IIpy IYCTONOIMYECKOM JVICCTIE[OBAHMY OMONTATOB JIETOY-
HOJI TKaHU B Iperaparax MpeoOr1afaloT KUCThI, MHOXECTBEH-
Has y3elKoBas mponudepanys He3penblX [afKOMbIIIeYHBIX
KJIETOK ¥ IIepMBACKY/IAPHO PACIIONIOKEHHBIX SMUTENMOUTHBIX
KJeTOK. Ec/iu rucTonormyeckas KapTuHa He IIO3BOJIAET C YBe-
PEHHOCTBIO CyauTb 0 JIAM, creyeT BBIIOTHUTD MMMYHOTHMC-
TOXMMMYECKOe MCCTIeIOBaHNe C OKPACKOIl Ha a-aKTUH ITTAJKUX
MBIIIL ¥ C MOHOK/IOHA/IbHBIMM QHTUTE/IaMM MeTTAHOMBI YesIo-
Beka HMB-45, mockonbky JIAM-KneTKM 3KCIIpeCcCUpYyIOT I~
xonporerH 100 — Mapkep K/IeTOK MeZIaHOMBbI. B guarHocTtuke
JIAM Taxcke IomMoraeT MMMYHOTMCTOXUMIYECKOE BbISIB/ICHME
PeLeIITOPOB K 3CTPOTreHaM M IIpOrecTepony [5].

BedeHue 60/1bHbIX

ITporpeccupyroliee CHIDKEHIE IETOYHO (QYHKI[UY, IIPUBO-
IAlllee K pa3sBUTUIO XPOHMYECKOII IbIXaTe/bHOI He0CTaTou-
HOCTH, CYMTAIOT OCHOBHBIM IPVM3HAKOM He6IaronpusTHOro
tedyeHys JIAM. Ckopoctp nagenusa OPB, moxeT cocTaBnATh
70-120 MJI B TOJ, XOTS B HEKOTOPBIX C/Iy4asX eroO4Has QyHK-
1LY OCTAeTCA CTAOM/IBHON Ha IIPOTSDKEHUY MHOTUX JeT [7].

Hanbonee mepcreKTUBHBIMYM B KOHCEPBATMBHON Teparnu
JIAM sBisitorcst narn6utoper mT'OR cuponumyc u sBepomm-
Myc. B HeMHOTOUMC/IeHHBIX MCCTIE[OBAHNAX MTATOTeHeTUIecKast
tepamusi vHru6uTopamun mTOR npuBopmma K yrydiIeHWIO
VIV CTaOWIM3alMM JIETOYHOM (DYHKLUM, YMEHBIIEHNIO WIN
[IPEKpAIeHNI0 00Pa30BaHNs XMIE3HOTO BBIIIOTA, PERYKLIMU
ob6beMa aHTMOMMOMUIIOM U nuMdanrnoneitomuomM [8]. B cBs-
31 C HeOOMbUIMM 0ODBEMOM [OKa3aTeNbHbIX AAHHBIX MHTU-
6uropst mTOR moka He BOLUIM B PYTMHHYIO KIMHUYECKYIO
IIPAaKTHKY, OFHAKO, YYUTHIBAsl BO3MOXXHOCTb IPAKTUYECKON
I07Ib3BI OT IPUMEHEHNA IPeIIapaToB 9TO I'PYIIILI, OHU MOTYT
ObITh Ha3HAYEHBI IALMEHTaM C OBICTPBIM YXy/leHneM (GyHK-
LMY JIETKMX VIV HapacTaHWeM KIMHUYECKOJ CHMIITOMATHKIL.
Tepanuio narn6uropamn mI'OR pekoMeHJ0BaHO IPOBOJUTD B
MeIMLMHCKMUX YUPeXJeHNAX S9KCIePTHOIO YPOBHA, MMEIOIIX
OIBIT BeieHus 6ombHbIx JIAM [5].
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Puc. 1. KomnbloTepHble TOMOrpamMmMbl OpraHOB FPYAHON KNeTKN
nauveHTkun b ot 04.04.2019.

B kadecTBe CUMITOMATHYECKOI Tepamuy, Y4UTbIBas 00-
CTPYKTMBHBIE HapylLIeHMsA JIETOYHON (QYHKIMY, ITOKa3aHO
Ha3HaYeH)e KOPOTKO- U JINTENbHO MAEeHCTBYIOLIMX OPOHXO-
ounaTaTopos. IIpy pasBUTUM XpOHMYECKOI [bIXaTeIbHOI He-
mocratoyHocTyt pu JIAM, Kak ¥ mpy Apyrux 3aboleBaHMsAX,
VICTIONIB3YIOT J/IMTENbHYIO KMCTIOPOFOTEPAIINIO, @ TPV HA/TMIMMK
MTOKa3aHMII MPOBOAAT TPAHCIUIAHTAIIMIO JTETKUX [5].

KnuHunyecknnn cnyvam

IMaumentka b., 1979 rox poxxaenus, obpatunacey B Yensoun-
CKMit 06/1aCTHOI KOHCY/IbTaTMBHO-JMATHOCTIYECKIIT LIEHTP
Wist GONMBHBIX IyIbMOHONIOrMYecKoro mpodums O6macTHO
K/IMHIYeCcKoi 6ombHuIbl Ne3 1. YenaOuHcka ¢ >kamobamMu Ha
OIBIIIKY TIpM HeOONbIIOi PU3MIecKoil HarpysKe, CyXoif mpu-
CTyI006pa3HbIit Kallle/b B IePBOJL TOIOBIHE JTHS.

W3 aHamMHe3a M3BeCTHO, YTO BIEpBble, B Bo3pacTe 36 yeT
(2015 r.), mpousolIeNT MHEBMOTOPAKC CIpaBa, 3aTeM B Tede-
HJ€ TIOC/IEYIOIIETO Tofja — PELMAMBUPYIOIINE THEBMOTOPaK-
cbl crpaBa (Bcero 4), mocie 4ero OblTa BBIIIOMHEHA KpaeBasi
peseKius BepxHeil HOMM IIPaBOTO JIETKOrO, CYOTOTaIbHas
IUVIEBPIKTOMUA CIIpaBa, XMMMUYECKMii IeBpofie3 4% pacTso-
POM rupokap6oHaTa HaTpKsA B IOCTONEPALIOHHOM IIepyofe.
Incronormyeckoe 3akmodeHne (2016 r.): «XpOHMYIECKNIT IIEB-
PUT C MVMHVMMA/IbHON aKTMBHOCTBIO; MOPGOIOrndecKas Kap-
TIHA MOXXET COOTBETCTBOBATb MAMONATUYECKOMY JIETOYHOMY
¢ubposy». Ilanuentka HabmoOa/IaCh Y MY/IBMOHOJIOTA IO Me-
CTY >KMTE/IbCTBA C MHTEPCTULMAIBHBIM 3a00/IeBaHMeM JIETKIX.
3a mepuop 2016-2019 IT. - MOBTOPHblE TOCHOUTANU3ALNN B
OT/lelleHNs IY/IbMOHOJIOTUYECKOTO U OOIIeTepaneBTNIecKOro
PO IO MECTY >KUTEIbCTBA B CBA3U C ITHEBMOTOPAKCaMM
C JBYX CTOPOH, 3IM30[aMM KpoBoxapkaHbs. Ilomyyana Tepa-
MU0 [JIMTENbHO JefCTBYIOLMMY aHTUXOMMHEPIMYeCKIMU
Ipenaparamy, JOIOTHUTENIbHO NPMHUMaja KOPOTKOAECTBY-
fouyte (2-arOHUCTHI 0 5-7 pas3 B CYTKM, 63 KIMHUIECKOTO
YIy4IIeHNsST: IPOTPECCHBHO HAapaCTaia OfbIIIKA, HAOTIAaI0Ch
CHIDKEHNE TOJIEPAaHTHOCTI K puandeckoit Harpyske. [Ipu mep-
BMYHOM KOHTAKTe C MalMeHTKol B MapTe 2019 r. obparanyu Ha
ce0s1 BHMMaHMe BBIPa)KEHHAs! bIXaTe/IbHasl HEJOCTaTOYHOCTb,
CHIDKEeHMeEe MAcChl Tela Ha 12 KT 3a mocyegHme 6 mec.

Kypuna B Teuenne 10 neT, MHAEKC KypeHusa — 15 mayuka/mer,
He Kypur ¢ 2015 r. ITpodeccuoHanbHble BPeJHOCTU OTPUIIAET.
bepemennocreit — 2, poppl - 1. IlpueM scTporencopepxammx
[IpeIapaToB OTPULAET. AJUIEProIOrMYecKIil aHaMHe3 6e3 0co-
6eHHOCTEIL.

Obwvexmusnoiii cmamyc. Obliee cOCTOSHME YOBIETBOPU-
TenbHOe. KOXKHBIN IOKPOB (PU3MOIOrMYECcKOil OKPACKM, UM-
crorit. [Tepudepudeckne numpaTndecke y3ibl He yBeIUYEHbIL.
Mupgexc Maccol Tena — 17,6 xr/m? Oppimnka mo mxane MRC
(Medical Research Council, mxana Bpuranckoro meguuuH-
cKoro coBeTa) — 3 6ayna. IpynHas KneTka npaBUIbHON (op-
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MBI, CUMMETPUYHAsA, PABHOMEPHO YYaCTBYeT B [bIXaHUM, IIPU
najbnanyy 6es6onesHenHas. YacTora AbIXaTelbHBIX ABVDKe-
HUit — 23 B MMHYTY. [IpIXaHMe Be3VKY/IPHOE, OClablIeHHOe,
paccesiHHbIe pasHOKaMMOepHble XPUIIbL, 60/lee BbIPaKEHHbIE
npu GOpPCUPOBAHHOM BbIZOXe. YPOBEHb HACBHILIEHNS KPOBU
kucnopopoM (SpO,), M3MEpEHHDII METOfIOM IYIbCOKCHMeE-
Tpun, — 92% B IOKOE; IIPY CaMOOOCTY>XKMBAHNN — CHIDKEHME
SpO, mo 87%. ToHBI cepplla IPUITYLIEHBI, PUTM IIPaBIbHBIN,
YaCTOTA CEPAIEYHbIX COKPalleHuii — 95 B MUHYTY. ApTepuaib-
Hoe fiaBneHne 144/71 MM pr. ct. JKuBoT MArkmit, 6e36one3HeH-
Hb1i1. [lepudepraecknx oTeKoB HeT.

Pesynvmamot 1a60pamopHo-uHCMpymMeHmMaIvHoLX Memooos
uccnedosanus. B KIMHNYECKOM aHaIM3e KPOBU: FeMOITIOONH —
109 r/m, neitkoutel — 8,3 ThIC., 903MHOGUIEL — 1%, Mumdonn-
Thl — 26%, MOHOIUTHI — 5%, CKOPOCTb OCefjaHUA 3PUTPOLU-
TOB — 15 MM/4. KnuHndecknit aHams Mouy 6e3 HMaTONOIMIL.
MccnegoBanue kpoBM Ha al-aHTUTPUIICKH OT anpenda 2019 r. -
3,73 r/n (Hopma 0,9-2,0).

B TecTe ¢ 6-MMHYTHOI X0fb00IT yCTaHOB/IEHA BbIPAXKEHHAs
mecarypanust (SpO, ncxopgHo — 92%, mocrte Tecta — 76%), Ipoii-
JeHHoe paccrosgnue — 200 m.

ITo pe3ynbTaTaM MccIefoBaHMA (PYHKIMM BHEILIHErO JbIXa-
HusA oT anpensa 2019 I. BbIABIEHbl HAPYLIEHNA BEHTU/IALIOH-
HOJT GYHKIMM JIETKVX 10 OOCTPYKTMBHOMY TUITY, TUIIePUHOTIA-
V51, BBIpOKeHHOe CHIDKeHMe A1ddy3NoHHO! CIOCOOHOCTI
nerkux (ta6m. 1).

ITo maHHBIM SXOKappuorpadum: AWIaTanys MOMOCTeN Ipa-
BOTO TIpeficepAyus U IIPABOTO >KeMY[OUKa, AMIaTalysA CTBOJA
neroyHoit aprepun. CUCTOMO-AMACTOINIeCKast PyHKIIVSA TeBOTO
JKeNMyflouKa y7ioB/IeTBOpuTenbHasA. CUCTOMMIecKoe JlaBNieHNe B
JIETOYHOJ apTepyuM — 55 MM PT. CT.

ITpu Y3V opraHoB OpIOLIHOI IIOTIOCTY U MOYEK OOHApYKe-
HBI AHTMO/IMIIOMBI B JI€BOIL OJIe TIeYeHN U TIeBOJL IIOUKe.

ITpu KTBP opranos rpypgHoit knetku (ampenb 2019 1.) Ha-
6mrofany MHOKeCTBEHHBIE TOHKOCTEHHbIE KMCTHI 10 10 MM BO
BCeX OTZieNIaX; B BepXHeil U cpefiHell JOo/IAX IPaBOro JIETKOro —
MHOXeCTBeHHbIe CyOIUIeBpabHble OY/IIbI (puc. 1).

B ampene 2019 r. 6bI1 IpOBefeH IEPECMOTP TUCTONOTMYEC-
KOT'O MaTepuasia 1 BBIIIOTHEHO UMMYHOSUCIOXUMUYECKOE UCCTle-
dosaHue: B CTEHKAX a/IbBeO]I, IIOJIOCTEll, COCYHOB, OPOHXMON 1
CyOIIeBpaIbHO OOHAPYXEHDbI paspacTaHNs He3pPeybIX ITIafIKO-
MBIIIEYHbIX KIETOK B BIie Y3€/lKOB. BepeTeHoOOpasHbIe KieT-
KM 3KCIIPECCHPYIOT B IUTOI/Ia3Me ITIAJKOMBIIIEYHBIN aKTUH U
HMB-45; B Aipax K1eToK — sipKas nuddysHas sKcIpeccus mpo-
recTepOHa I 3CTporeHa. BcTpedaroTcs efHNYHbIE KI€TKM C I~
TOIlTa3MaTN4YecKo akcrpeccuent fecmuHa 1 MART1. 3akrove-
HJie: UMMYHOMOpPQOIorndecKas KapTiuHa cooTBeTcTByeT JIAM.

IManueHTKa ObUIa [UCTAHI[MOHHO MPOKOHCY/IBTUPOBAHA B
KIVHMKe ITynbMoHonoruy Ilepporo MOCKOBCKOTO rocymap-
CTBEHHOTO MefIMIIMHCKOro yHuBepcuteTa uM. VI.M. CeueHoBa
a.M.H., npod. CH. ABpeeBbIM, mocTaBneH guarHos: «JIAM,
Iporpeccupyolliee TedeHMe. Penmpupupyrommue MTHEBMOTO-
paxcsr (2015-2019 rr.). KpaeBas pesexiius BepxHelt Ko/u mpa-
BOTO JIETKOTO, CyOTOTaNbHasl IIeBpIKTOMuUs cripasa (2016 r.).
XpoHmueckas fAbIXaTe/lbHas HELOCTATOYHOCTDb 2-i1 CTEIeH!».
JaHBI peKOMeHAalM MO NMPORO/DKEHNIO IPUMEHEeHUA IBOI-
HOJ1 6pOHXOAVIATALMOHHOI Tepanuy, IIUTEIbHO KIUCIOPOo-
ToTepanuyu He MeHee 15 4/cyT, a TaKKe MHMLIMMPOBAHA Tepa-
A vHr6utopom mTOR cupomimycoM B fo3e 2 MI/cyT.

PexomeHnpoBaHHbI npueM nHrnb6uropa mTOR manmeHTKa
Hadasa B MapTe 2020 r. 1 mpofo/mKaa Ha mpoTskeHun 10 mec,
OJIHAKO K/IMHMYECKOTO YIyYLIeHNs U cTabummsanuy GyHKIm-
OHa/IbHBIX ITOKa3aTesIell He 0TMedanoch (Tabm. 1).

B mexabpe 2020 r. marmeHTKa ObUTa HampasneHa B HMMUI]
TPAHCIJIAHTONIOTMM ¥ MCKYCCTBEHHBIX OPTraHOB MM. akKaj.
B.J. lllymakoBa, re eit MpOBeAeHO KOMIIIEKCHOe 06CIenoBa-
HMe U, yYUThIBasA HEOOPaTMMOCTb OCHOBHOTrO 3a0o/eBaHMA,
6ecIiepCrIeKTUBHOCTh KOHCEPBATMBHOI Tepammny, MOATBEepK-
TeHO HajMyye IOKa3aHuil M OTCYTCTBUE IPOTMBONOKA3AHUI
I BBIIIO/IHEHM TPAHCIUIAHTALMM JIETKUX OT IOCMEPTHOTO
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CASE REPORT

Ta6nuua 1. JuHaMyKa OCHOBHbIX NOKa3aTeneii GYyHKLN BHELIHero
AbIXaHUA NaLMeHTKn b

Mepuop HabnogeHns
Mokasatenb Anpenb Hoa6pb :::p:' :032':; Dekabpb
2019r. | 2019w PT np 2020r.
npenaparta
OXEN, n
(% OT OMKHOTO) 2,84 (81) 2,67 (76,1) 2,62 (74,6) 1,79 (51)
O®B,, n
(% OT SOMKHOTO) 0,95 (31) 0,88 (28,75) 0,81 (26,5) 0,55(18)
O®B,/DXEJ, % 334 329 30,9 30,7
OO0/, n
(% OT JOMKHOTO) 6,05(315,1) | 6,15(320,3) 6,15 (320,3) 6,73 (350,5)
DL
MJI/MUH/MM PT.CT. | 6,68 (25,5) | 6,16 (23,5) 6,47 (24,7) 4,76 (18,2)
(% oT gonkHoro)
Mpumeyanne. OXKEJ] - popcrpoBaHHan XKM3HeHHaa eMKoCTb nerknx, OOJ1 — ocTaTouHbI
ob6bem nerkux, DL, — anddy3noHHas cnocobHOCTb NErkMX No oKcuay yrnepoga.

moHopa. B mexabpe 2020 r. 6ompHast OblIa BK/IIOYEHA B JIICT
OXXIMIOaHNA TpaHCHHaHTaIH/H/I yerkux. B HacToAIee BPCMH HpO-
XK1BaeT B MOCKBe, Pery/iapHO IPOXOAUT KOMIUIEKCHOE 06CTIe-
[OBaHMeE Vi OXKMJAeT HOTEHIMATbHOTO JOHOPa.

06¢cyxpaeHne

ITpencTaBieH ONBIT BefleHNsI HALMEeHTKM ¢ OpdaHHBIM 3260-
JleBaHMeM JIETKNX, Y KOTOPOJT HaO/MI0a/10Ch MHOTO/IETHEE IIPO-
IpeccupoBaHNe PecHypaTopHO cumnToMaTtuku. Ilpm atom
manHble KTBP 1 pesynbTaThl IMCTONMOIMYECKOrO MCCIENOBAHNA
M3HAYA/IBHO ObIIM HEBEPHO MHTEPIIPETUPOBAHBI, UTO IPUBEJIO
K TOMY, ITO 00/Ie3Hb JUaTHOCTUPOBA/IN Ha TEPMIHAIbHO CTa-
AUy, BBUAY 4ero odeBufieH GaKkT OTCYTCTBUSI 3HAYMMOTO KM~
HUKO-(QYHKI[MOHA/IbHOTO Y/Iyd4llleHs Ha (POHe Ha3HAYEHHOI
IIaToreHeTU4ecKoit Tepammu uHruburopamu mI'OR. B ciyuyae,
KOIZIa TepareBTUYEeCKIe METO/bI JIEIEHNs VICIEpIIaHBl, a 3a00-
JIeBaHMe HEYK/IOHHO IIPOrpeccupyeT, pafinKaJbHO TOMOYD Ia-
LME€HTY MOXXHO TOIbKO IIyTeéM TPaHCIUIAHTaLM JTeTKMX.

B HacTosAmee Bpemsa no nosopy JIAM mposopAtr 1,1% Bcex
TpaHcTaHTaumit. JIAM aBnaeTca 6onee 6)‘[aI‘OHpI/IHTHbIM B OT-
HOIIIEHNI IIPOTHO3a 3a00/IeBaHMeM 10 CPABHEHUIO C [PYTUMU
IIATOJIOTUAMY, TPEOYIOLMMY TPaHCIUIAHTALNY JIETKUX. B mcce-
poBaun J. Kpodonu 1 coaBT. 6bI10 YCTaHOB/IEHO, YTO BBDKMBA-
€MOCTD TIAL[EHTOB IIOCTIe TIepecaiKy JeTKuX 1o nosoxy JIAM
cocTaBuIa B cpefHeM 86% depes 1 rop, 76% — 4yepes 3 roja u
65% — yepes 5 net [9]. CymiecTByeT 3 BapyaHTa TPaHCIUIAHTALINI
JIETKMX: OfJHO-, IBYyCTOPOHHAS M KOMIITIEKC «CEpJLe—TIETKMEY.
Ilo manHBIM MupoOBOI mpakTuky, npu JIAM yaile BbHIONHA-
I0T Iepecajky oboux ymerkux [5]. Ilocne aBycTOpoHHeI TpaHC-
IUTAHTAIMY B GOJIbIIeNT CTEMeHN YIy4IIaeTCA (QyHKIMA JTerKux
U MeHee BBIPa)KEHHBIMU SIB/ISIIOTCS 0cnokHeHust JIAM. Boibop
BapMaHTa TPAHCIUIAHTALUM JIETKUX OINpefe/sieTcs: $pakropamu
XMPYPIUIeCcKO TEXHUKM U JOCTYITHOCTDIO IOHOPCKMX OPTaHOB.

3aKniouyeHve

JIAM - penxoe 3ab0/ieBaHIe MOJIOJBIX >KEHIIUH, OfHAKO C
HIVPOKMM BHE[[PEHJEM B PYTMHHYIO KIMHNYECKYIO IPaKTUKY
KT u noBblleHNeM ee JOCTYIHOCTU YUC/IO MALVIEHTOK C 9TUM
IMaTHO30M yBelIu4MBaeTcsa. BMecTe ¢ TeM B HacToslee BpeMs
B Poccuiickoit ®epepannn guarnos JIAM wyaie pacrnosHaoT

y)Ke Ha CTafiuM BBIPA)KEHHON KUCTO3HON [ereHepaLuiu JIer-
KX M IIPU HaJIM49MU JAbIXaTelTbHO HeOCTATOYHOCTH, U TIpef-
CTaB/IeHHOEe KIMHUYECKOe HAOMIONeHNe CIIY)KUT SAPKUM TOMY
HOATBEpPXK/ieH!eM. BBuy BbIIIECKa3aHHOTO OYeHb Ba>KHBI
pacmpocTpaHeHue 3HaHUT 06 3TOM opdaHHOM 3a60/IeBaHUI
B COBPEMEHHOM BpadeOHOM COOOIeCTBe U HEOOXOAMMOCTD
[aIbHEIIIer0 N3y YeHNs] JAHHOI TaTO/IOT L.

PackpsiTie HHTEPECOB. ABTOPBI AEK/IAPUPYIOT OTCYTCTBHUE
SIBHBIX U IIOTEHIIVA/IbHBIX KOHQIMKTOB MHTEPECOB, CBSI3aHHbIX
¢ my6nuKaluest HacTosIIelt CTaTby.

Disclosure of Interest. The authors declare that they have no
competing interests.

Bx71ag aBTOpOB. ABTODBI [IEK/IapYPYIOT COOTBETCTBIE CBOETO
aBTOpCTBA MeXAyHaponHbiM KpuTepusam ICMJE. Bce aBropsl B
PABHOII CTEIIEHN YYaCTBOBA/IM B ITOATOTOBKE Iy OIMKALVI: Pas-
paboTKa KOHIIEIIM CTaThy, IOy YeHNe U aHaIu3 (pakTIIecKux
[AHHBIX, HAIIVICAHNe I PeJaKTIPOBaHIe TeKCTa CTaThIL, IPOBep-
Ka V1 yTBep)KJIeHIe TeKCTa CTaTbIL.

Authors’ contribution. The authors declare the compliance of
their authorship according to the international ICMJE criteria.
All authors made a substantial contribution to the conception of
the work, acquisition, analysis, interpretation of data for the work,
drafting and revising the work, final approval of the version to be
published and agree to be accountable for all aspects of the work.

Vctounnk $uHAHCMPOBAaHUA. ABTOPHI AeKIAPUPYIOT OT-
CYTCTBUE BHEIIHETo (PMHAHCUPOBAHMsA /ISl IPOBENEHVs VIC-
CrIefloBaHNs M MyOIMKALUM CTATbIL.

Funding source. The authors declare that there is no external
funding for the exploration and analysis work.

MNudopmuposanHoe cormacue Ha my6mmkammo. [Tanyenrtka
nopmcana Gopmy J06pOBOIbHOrO MH(POPMUPOBAHHOTO COITIA-
Cysl Ha Iy 6MMKALUI0 MEGUIIHCKON NHDOPMALIUIL.

Consent for publication. Written consent was obtained from
the patient for publication of relevant medical information and
all of accompanying images within the manuscript.

ﬂwTepa'rypa/References
Meraj R, Wikenheiser-Brokamp KA, Young LR, McCormack FX. Lymphangioleiomyomatosis: new
concepts in pathogenesis, diagnosis, and treatment. Semin Respir Crit Care Med. 2012;33(5):486-947.
DOI:10.1055/5-0032-1325159

2. Ando K, Tobino K, Kurihara M, et al. Quantitative CT analysis of small pulmonary vessels in
lymphangioleiomyomatosis. Eur J Radiol. 2012;81(12):3925-30. DOI:10.1016/j.ejrad.2012.05.033

3. Seibert D, Hong CH, Takeuchi F, et al. Recognition of tuberous sclerosis in adult women: delauyed
presentation with life-treatening consequences. Ann Intern Med. 2011;154(12):806-13 W-294.
DOI:10.7326/0003-4819-154-12-201106210-00008

4. Zhang X, Travis WD. Pulmonary lymphangioleiomyomatosis. Arch Pathol Lab Med. 2010;134(12):1823-8.
DOI:10.5858/2009-0576-RS. 1

5. Johnson SR, Cordier JF, Lazor R, et al. Review Panel of the ERS LAM Task Force. European Respiratory
Society guidelines for the diagnosis and management of lymphangioleiomyomatosis. Eur Respir J.
2010;35(26):14-26. DOI:10.1183/09031936.00076209

6. Harari S, Torre O, Moss J. Lymphangioleiomyomatosis: what do we know and what are we looking for?
Eur Respir J. 2011;20(119):34-44. DOI:10.1183/09059180.00011010

7. Cordier JF, Johnson SR. Multiple cystic lung diseases. Eur Respir Monogr. 2011;54:46-83.

8. McCormack FX, Inoue Y, Moss J, et al. Efficacy and safety of sirolimus in lymphangioleiomyomatosis.
NEnglJ Med. 2011;364:1595-606. DOI:10.1056/NEJMoa1100391

9. Kpodonu J, Massad MG, Chaer RA, et al. The US experience with lung transplantation for pulmonary
lymphangioleiomyomatosis. J Heart Lung Transplant. 2005; 24(9):1247-53. DOL:10.1016/jhealun.2004.09.013

CraTtba noctynuna B pegakuuio / The article received: 15.02.2022

Cratba npuHATa K neyatn / The article approved for publication: 25.03.2022

CONSILIUM MEDICUM. 2022;24(3):166-169.

OMNIDOCTOR.RU

169





