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The article describes a clinical case of pulmonary lymphangioleiomyomatosis (LAM) in a 44-year-old female Patient N., who has
been suffering from this disease for a long time. It depicts characteristic classic signs of LAM — a progressive course, thin-walled
air cavities in the lungs, retroperitoneal lymphadenopathy, and recurrent pneumothoraxes.
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JIumpanrrnoneiiomromaros (JIAM) — pesikoe MyJib-  JaHHBIE O HAJIUYUU MyTallMii B reHaX TyOepO3HOro
TUCHCTEMHOe 3a00JIeBaHNe, Bo3HMKarollee camocTosi-  ckieposa (TSC1 u TSC2) B ciryyasix criopaguyecKo-
TEJILHO WJIM B COYETAHUM C TyOepo3HbIM cKiaepo3oM, 1o JIAM u JIAM, accormipoBaHHOTO ¢ TyOEepO3HBIM
npuBoziiee K A Gy3HOMY KUCTO3HOMY TIOPAKEHUIO  CKJIEPO30M [2].

JIETOYHOU TTapEHXUMBI C TIPOTPECCUPYIONIUM HapyTiie- JIAM xapakTepusyeTcs: MepCUCTUPYIONAM pac-
HUeM (QYHKINUM JIETKUX W HEPEJKO COUYeTalolneecs: ¢ IMUpeHreM JUM@PaTUIeCKIX COCY/I0B U HHTEPCTUIIN-
OIyXOJISIMU GPIOITHO# MOJIOCTH U 3a0PIOITMHHOTO IPO-  aTbHON poJudeparueii maToJIorHIeCKuX rJIa[KOMBbI-
crpaHcTBa (AHTHOMUOJIUIIOMBI, TUM(BAHTHONEHOMIO-  MIEYHOTOM00HBIX KIeTOK (JIAM-KIeTKn) B JIETKHUX,
MBI 1 71p.) [4, 8]. Baskuoit ocobernoctpio JIAM siBsi-  moYKax u TUM(ATHIECKUX y3J1aX, YTO MOKET BBI3bI-
eTCs MOpakeHue TOJBKO JKEHIUH PEPOAYKTHBHOTO  BaTh OOCTPYKIIMIO BEHYJI, TUMMATHIECCKUX COCY/IOB
Bospacra [6]. [To JaHHBIM CTaTHCTUKH, 3a00JI€BAEMOCTh U MAJIBIX JBIXaTEIbHBIX myTeil. [[pUanHOil pa3BuTHs

coctasisier 1 : 400 000 [5]. XMJIOTOPaKCca WU KAl ¢ XUJIe3HOW MOKPOTOH TIpu
BriepBrie neftommnomatos jerkux onucad B 1937 . JIAM aBagetcs mopakenue TuM@aTIIeCKIX COCYIOB.
L. Burell u J. Ross. [Topasxenne cTeHOK KPOBEHOCHBIX COCY/IOB TPUBOIUT

B 2015 1. Bcemuprast opranusanust 3[paBooxXpaHe- K BHYTPUJIETOYHBIM MHUKPOKPOBOTEUEHUSIM, a Topa-
HUS BHeEC/Ia u3MeHeHust B kiaccudurarmio u JIAM  jKeHe IbIXaTeIbHBIX My TeH ¢ Moceayomeil GPOHXH-
ObLT OTHECEH B HOBYIO TPYIIY MEPUBACKYJSPHBIX  aJbHOI OOCTPYKIINEH U N3MEHEHNEM apXUTEKTOHIKI
AMUTETUOUTHO-KIETOUHBIX omyxoneit. Parbiie IAM — merounoil mapeHXUMBI — K TMOSBJIEHUIO «BO3AYITHBIX
CUYMTAJICS UHTEPCTUITHATHHBIM 3200/I€BAHUEM JIETKUX,  JIOBYIIEK», a MO3KE U KUCT. B JIETKUX CYIIECTBYIOT /1Be
HO Tellepb U3BECTeH KaK JeCTPYKTUBHOE METAcTa3n-  BO3MOXHBIE (a3nl pacpocTpanenud JIAM. Panusas
pyioliiee HOBoOOpa3oBaHNe HU3KOW CTENEeHN 3/10Kade-  hasa — nposidepaliyst He3pesbiX MbIIIEYHBIX KJIETOK,
ctBenHoctu [10]. KOTOPBIE MOKPBIBAIOT aJIbBEOJISIPHBIE CTEHKH, OPOHXH-

JIAM MoskeT OBITh CBSI3aH ¢ MUKPOHO/YJISIPHOI TH-  OJIbI, TIJIEBPY U CTEHKHU COCY/IOB, BKJIOUYast JTuMdaTu-
neprrazueit maeBMoruToB 11 Tuia, ocobeHHo y mofielt  yeckue myTH. B mmosaHell hase mpoucxoasaT pa3BuTie
¢ Ty6eposHbIM ckiepo3oM [9, 10]. dtronorus JIAM — KHCTO3HBIX TOJIOCTEN U GoJIee IMUPOKOe pa3pacTaHue
HEU3BECTHA, OJTHAKO TOT (haKT, 4TO 9TO 3a00JI€BAHNE  MBIIIEYHBIX KJIETOK TIO BCEl JIETOYHOI MapeHxuMe.
BO3HUKAET B OCHOBHOM Y JKEHIIUH JETOPOAHOTO BO3-  I[laToIOrMYecKre MpoIecchl B JETKUX HEOOPaTUMBI.
pacta u ycyryOJisieTcst BBICOKMM yPOBHEM acTporeHa,  JacTeiM ocioxkuenreM JIAM sBiisieTcst MHEBMOTO-
mpe/mnoaraeT pojb TOpMOHOB. Takke cyIecTByIOT  pakc [3].
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CymiectByI0T nBe Mopdoaorunyeckue HOpMbI TaH-
HOTO 3200JIeBaHuUsT: 0UaroBasi (BOZHUKHOBEHUE B JIET-
KHX OITYyXOJIEBUIHBIX 00pasoBaHuii, MOP(hOIOTHYECKast
CTPYKTYypa KOTOPBIX COOTBETCTBYET JeHOMUOMaM) 1
nuddysHag (Ha MOBEPXHOCTH JIETKUX MHOKECTBO MeJI-
KOKHCTO3HBIX 9M(U3eMATO3HBIX B3Iy T, KOTOPBIE ITO
Mepe MPOrpeccupoBanust 3a60JI€BAHIS YBEJININBA-
1orcs B 06bemMe). OuaroBasa ¢opma MOXKET IPOTEKATDH
6eCCUMIITOMHO ¥ BBISIBJISITHCSI IPU TIEPUOTUIECKOM
(pmooporpaduueckoM UCCAeI0BAHUN U UMeeT DoJiee
6aaronpusitHoe Teyenue. [Tpu quddysnoii ske hopme
MEPBBIM KIMHIYECKAM TTPOSBJICHIEM SBJISETCS OBIII-
Ka, HEYKJIOHHO YCHUJINBAIOIIASCA TIPU TTPOTPECCUPOBA-
HIM 3200JI€BaHNS, 2 HAOOJIEe YaCTHIM OCJIOKHEHUEM —
TTHEBMOTOpAakKc [2].

Memnee pactipocTpaneHHbIe KITMHUYECKHE TTPOsIBJIE-
HUS CBA3aHBI C XUJIOTOPAKCOM 1 XUJIE3HBIM aCIIUTOM.
Wutepecto orMeTuTsb, uto obocrpenust JIAM moryr
HOSIBJISITBHCST BO BPeMst OePEMEHHOCTH 1 MEHCTPYATHH,
a Tak’Ke TIPU MpreMe 9K30T€HHBIX ACTPOTEHOB [7].

CornacHo «Knmanyeckum pekoMmenparuam EBpo-
MeNCKOr0 PEeCUPATOPHOTO OOIIECTBA MO [HATHOCTH-
Ke U Jedennio suMmbanruoaetiommomarosay (2010 1.),
nuarao3 JIAM craBuTCd Ha OCHOBAaHUU: TaHHBIX KOM-
MBIOTEPHON TOMOTPahuM BBHICOKOTO pa3perieHus, TH-
MUYHBIX JIJIs 3TOTO 3aboJeBanust (MHOKECTBEHHbIE
HebosbIe (OKOJIO 5 MM B ITHaMETPe) TOHKOCTEHHbIE
KHUCTBI, He UMEIOINEe 30HATBHON TeHAEHIINN B JIETKUX,
ITHEBMATOPAKC, XUJIE3HBII BBITIOT U JIP. ); CBOHCTBEHHOM
JIAM matoioriyecKoil KapTHHBI B GUOIITAaTE JIETKOTO;
Hastmuawust xusotopakca [ 5]. [Tpu orcyrerBun undopma-
U O BHEJIETOUHBIX TPOSBIEHUSX B TIEPHO]I TIOCTAHOB-
ku auarnosa JIAM pexomeHIyeTcs BBITTOTHUTH KOM-
npiorepayio Tomorpaduio (KT) 6pronrHoii momoctu
JI7IST BBISBJICHUS aHTHOMHOJIUTIOM U TTOPAKEHUS JTIIM-
(hatmaeckmx y3s0B. JleHfOMIOMBI MOTYT Pa3BUBATHCS
B OPIONIHOI MOJIOCTH, 3a06PIOIINHHOM TTPOCTPAHCTBE,
MaTKe, KHIeYHNKe, TouyKaxX. Takke peKoMeHI0BaHa
MarHUTHO-PE30HAHCHAS TOMOTPA(HSA TOTIOBHOTO MO3Ta
BBU/Iy HEPEIKOH BCTPEYAEMOCTH MEHUHTHOM Y TIalll-
eHToB ¢ JIAM.

Muddepenimaabas AUATHOCTHKA OOGBIYHO MTPOBO-
JIUTCSA € TUCTUONNTO30M X (THCTHUOIMTO3 U3 KJIETOK
Jlanrepratca), HHTEPCTUITHATHHBIMU 3200I€BAHUSIMU
JIETKWX, KHCTO3HBIMU OPOHXO09KTa3aMu U 1. U TpeOy-
€T He TOJBKO KOMITBIOTEPHON TOMOTpaduu BBICOKOTO
pasperieHns, HO ¥ TUCTOJOTUIECKUX U MMMYHOTHCTO-
XUMHUYECKUX MeTOMOB [1, 2].

[TammmenTka H. (44 Toma) HEOMHOKPATHO MTPOXOINIIA
o0cJie/loBaHNe U JiedeHne B TOPAKATbHOM OTAETeHUN
I'BY PO «OKbB» (1. Pasanb) ¢ quarnosom JIAM ser-
kux. Kaskmas rocrirannsanyst Oblia CBsI3aHa ¢ yXy/I-
IEHUEM COCTOSTHISE (OJIBIIIKa, GOJIb B TPYAHOI KIIETKE),
BBI3BAHHOTO CTIOHTAHHBIM ITHEBMOTOPAKCOM M TTPOTPeC-
cupoBanueM 3aboseBanust. JIAM ObLI IHarHOCTHPOBAH
B 2003 r. 10 TAHHBIM KOMITHIOTEPHO TOMOTPA(UHU BBI-
COKOTO pa3pernienns (MHOKECTBEHHBIE TOHKOCTEHHBIE
BO3/YTITHBIE TIOJIOCTU B JIETKUX, ITHEBMOTOPAKC) U TIa-
TOJIOTO-aHATOMUYECKOTO MccaeoBaHus ((pparMeHTsI
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JIETOYHOU TKAHU C BBIPAXKEHHBIM ITHEBMOCKJIEPO30M,
aM(DU3EMOl, XPOHUYECKUM HecTenu(uyeckuM BOC-
najieHueM, OYaroBbIM TeMOCHIEPO30M, TIIEBPA € OYa-
roBoii muMpongHoi nnduasTparmei). 113 anamuesa
U3BECTHO: MTPO(hECCHOHATBHBIX BPEIHOCTEN He UMea,
KypeHue OTPUIlAJIa, HACJEeICTBEHHOCTD HE OTSTOIIEHA.

Tocnurammusanmsa narmuentky H. setom 2020 1. BoI-
3BaHa yKaJT00aMH Ha OJIBIIIKY, BOSHUKAOILYIO ITPU MU-
HUMaJIbHOI (pr3ndecKoil Harpyske, o0ILyo ci1aboCTh,
6OJIE3HEHHOCTD B TPY/IHOM KJIeTKe cripasa. JlTaboparop-
HOE ¥ HHCTPYMEHTAJIbHOE 00C/Ie/I0BaHIE BBITIOJHEHO:
rpyrmna kposu 0(1), Rh — orpuriarensbiii. O6mrmii ama-
JIU3 KPOBU: apuTpoIute — 4,9 X 10'2 /71, remorsiobus —
152 v/, nevikorurot — 13,3 X 10° /71, s03utodurst — 2%,
Helrpoduab — 73%, mumdbonurer — 17%, MOHOIU-
Tbl — 8%, CO3 — 9 MM/u. Buoxumuyueckuii aHaiu3
KpoBu: 061t 6esok — 60 1/, 6unupyOuH 00wt —
9,4 Mmxmoutb /a1 (ipsimoit — 2,0, Hempsamoti — 7,4), ACAT —
15 Ex, AJIAT — 32 Ex, moueBuHa — 3,3 MMOJIb /I, Kpe-
aruaui — 0,040 MMonb/J1, ocTaTouHbIN a30T — 14,2,
Koarysorpamma: tpom6utoBoe Bpemst — 16,9 ¢, du-
6punoren — 4,53 r/n, AUTB — 18,8 ¢, MHO — 0,88,
nporpombuHoBoe Bpemst — 9,9. RW — anturena He
OOHAPYKEHBI.

[To maHHBPIM KOMITBIOTEPHON TOMOTPAGUN B JIETKUX
¢ 06enx CTOPOH IO BCEM JIETOUHBIM TOJISIM OTTPe/IeIsi-
JINCh MHOKECTBEHHbIE TOHKOCTEHHBIE BO3YIITHBIE TTO-
Joctr 6e3 copepRuMoro. B mepentebasanbHOM OT/IE e
CITPaBa BBISIBJIEH YYACTOK THEBMOTOPAKCA Pa3MEPOM
75 x 33 X 128 MM, a TakKe IPUCTEHOYHBII THEBMOTO-
paKc B aluKaJIbHOU 30HE HEGOJBIINX PA3MEPOB, KOJI-
JIATIC TTPABOTO JIETKOTO, B HIDKHEH 1071 CYOILIEBPATHHO
(bubpo3HbIe TSKM, MIEBPA B 9TOI 06JACTH YTOJIIe-
Ha, yMEPEHHbBI OCYMKOBAaHHBIH M1JIEBPAIBHBIN BbITIOT.
[TpocBeThi Tpaxewu, rIaBHbIX, JA0JIEBBIX, CETMEHTAPHBIX
1 cybcerMeHTapHbIX OPOHXOB MTPOCIEKMBAIOTCST, 00BIY-
HOTO pa3Mepa, TpoxoaumMbl. Jakmiouenne: KT-kaptuaa
JIAM. ITHeBMOTOpAKC, OCyMKOBAaHHBIH TJIEBPATBHBIN
BBITIOT cIpaBa. BeImoHeHa onepainus TOPaKoIeHTeS,
JIPEHNPOBaHNeE TTPABOH TIEBPAIbHOM rostocTh (puc. 1).

[To mamusiMm KT opranos OpIOIMmHO# MOJOCTH U
3a0pIONIMHHOTO TIPOCTPAHCTBA ¢ OOJNIOCHBIM KOH-
TPACTHBIM YCUJIEHWEM BbISIBIIEHA JTUM(DOAIEHOTATHUS
3a0PIONMMHHBIX JUM(BATHIECKUX Y3JI0B, YTO BEChMa
XapaKTepHO 715 manuenTos ¢ JIAM.

Taxke BoimosiHeHa KT TOI0BBI BBULY HEPEKOTO CO-
uyetanus JIAM u omyxoJieit MO3roBbix o6osouek. [1o
pes3yJibTaTaM UCCJeIOBAHNS — OPTAHUYECKUX N3MeHe-
HUI B TOJIOBHOM MO3T€ He BBISIBIIEHO.

[IpoBoanIOCH JTeyeHue: anTubaKTepuaabHas Te-
panusi, 06e360MBaoIas Tepanus, TOCTOSTHHAS WH-
cybdmnsanus O,. Ha done snedenns obuiee cocTossHne
cpennent Tszkectn. Co3nanue scnoe. KoskHbie TOKpO-
BbI ¥ CJIUBKUCTBIE — YUCThIe, OOBIYHOTO 1IBeTa. Temire-
patypa Tesna — 36,6°C. Cucrema OpraHoB JIbIXaHUS:
YacToTa JbIXaTeJbHbIX ABKeHuit 17 B munyty. [lpn
AYCKYJIBTAIUH [BIXaHUE TPOBO/IIIOCH C 00EUX CTOPOH.
Cucrema KpOBOOOPAIIEHNUST: apTEPHATIbHOE JABIEHIE —
130/80 MM PT. CT., 9acToTa CEP/IEYHBIX COKPAIeHTH —
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Puc. 1. Cerexmusnvie pponmanvivie, CazummanvHvlil
U AKCUAILHDLLL KT‘Cpeb’bl 6 pejcume 1e2ounozo OKHa
navuenmxu H. demoncmpupyiom svipajicenmoie
namoJiozuvecKue USMEeHeHUus 6 1eZKux, xapaxmepmole
onst IAM (momnxocmenivie 8030yunbie NOJOCMIU,
pubposnvie maicu, Yuacmxu NHEGMOMOPAKCa,
YyMepenmblil naeepaivivii éoinom). Onpedensiomes menu
Openaxciovlx mpybok, nOOKONCHAS IMPUIEMA CNPaAsa
Fig. 1. Selective frontal, sagittal and axial CT-sections in the lung
window mode of Patient N. demonstrate pronounced pathological
changes in the lungs characteristic of LAM (thin-walled air cavities,
fibrous cords, areas of pneumothorax, and moderate pleural ef fusion).

Shadows of drainage tubes and subcutaneous emphysema on the right
are visualized

68 yn/MuH. JKeTynoqHO-KUIIEeTHBIN TPAKT: JKUBOT TIpa-
BUJIBHOI (hOPMBI, He B3YT, IPU MATBIAIIAN MATKUM,
6e360JIe3HEHHBII BO BCeX oTeax. IlepuToHeanbHbIX
cumnToMoB HeT. Dusnosornvyeckue OTIpPaBIeHUS B
HopMme. [Ipu KOHTPOIBHOI peHTreHorpacdu OpraHOB
IPYIHOM KJIETKM OTMEYAJIACh MTOJOKUTENbHAS JMHA-
MUKa — JIETKHEe PacIpaBJIeHbl. BbITIOIHEH XUMIUYeCKIT
mieBpozie3. /Ipenax yaanen. [larmenTka BeITcaHa B
YIIOBJIETBOPUTEIbHOM COCTOSTHUU.

Cnycta 4 mec. manmentka H. cHoBa moctynnia
B OOJIBHUITY € jKaT06aM¥ Ha BBIPAKEHHYTO OJIBIIIKY.
Ha pentrenorpamMme opraHoB rpyHOU KJIETKU B BEPX-
HeM OT/ieJie cJieBa orpejesisiyicst THeBMoTopakce. Du-
OPOBHBIN TSIK Ha TPAHKIIE CPEAHUX U HIKHIX OT/EI0B
mpaBoro Jerkoro. J[nddy3asie, TpenMynecTBEHHO pe-
TUKYJISIPHbIE U3MEHEHUsI B 000X JIeTKUX. PebepHo-/1-
apparMasibbie CHHYCBI 00T TepUPOBaHbL. TeHb cepiia

U KPYITHBIX COCYI0B 6€3 0cO0eHHOCTEl. 3aKII0UeHIE:
JIAM, mHeBMOTOpaKc cieBa (puc. 2).

..

Puc. 2. O630opnvie penmzenozpammol 2pyonotl Kiemxu
6 nPAmotl U 1e6oil 60K0601 npoexyuu navyuenmxu H.
O0eMOHCMPUPYIOM Je60CMOPOHHUL ANUKATILHBLI
NHEBMOMOPAKC, UHMEPCMUUUATLHBLE USMEHEHUS.

8 JleeKux, accoyuuposantwie ¢ IAM

Fig. 2. The plain chest X-ray in the frontal and left lateral views of
Patient N. demonstrates left-sided apical pneumothorax and interstitial
changes in the lungs associated with LAM

Taxum ob6pasom, JIAM apisercsa 3aboieBaHueM
XPOHUYECKUM, IPOTrPECCUPYIOIINUM, ITOJTHOCTHIO BOB-
JIEKAIOMINM B TIATOJIOTUYECKUHN MPOIECC JIETOUHYIO
HapeHXMMY, YTO HAOJIIOIAIOCh Y HAlllell MAlMeHTKH.
DubposHbIe cyOIIeBpaibHbIE H3MEHEHUsT (DOPMHUPOBA-
JINCb Ha (1)0He MHOTOKPaTHbIX PENU/IMBUPYIOUIUX ITHEB-
MOTOPAKCOB ¥ TIOCTIEYIOINX JIe9eOHBIX BMEIIATEHCTB.
Oc06eHHOCTHIO IEMOHCTPAIUH TAHHOTO KIIMHITIECKOTO
cTydas IBUJIaCh BeCbMa XapaKTepHas KIMHUYeCKasd,
Mopdonorndeckas u sydeBad kaptuaa JIAM, a Takke
JUTUTETbHOE IPOTPECCUPYIOIee Tederne 3a60IeBaHsT
(6omee 17 ser) ¢ kmaccuueckumu st JIAM usmere-
HUSIMU JIETOYHOU TIAPEHXUMBI, 3a0PIOITUHHON JTUM-
(hamenomnarneit, ocTOKHABIICECS PEITUANBAPYIONTIMHI
MTHEBMOTOPAKCAMH.

JIAM sBsteTcst OTHOCUTEIBHO PEeIKUM 3a60J1e-
BaHUEM, ITOITOMY YaCTO Bpadu MOTYT 6I:>ITI) HeaocTa-
TOYHO OCBEJIOMJIEHBI O XapaKTepe W CYIIHOCTH TaTo-
JIOTHYECKUX MPOIIECCOB, TPOTEKAIOMNX B JETKUX U
JIPYTHX OpraHax Mpy JaHHON HO30JI0THH. JTO B CBOTO
o4epelb TPUBOJUT K IOCTATOUHO MO3/THEH TTOCTAaHOBKE
nuarnosa JIAM, pazBUTHIO OCTOKHEHUH, UYTO CHUIKA-
€T Ka4€CTBO KU3HU MMAIlMEHTOB, a UHOTAa IMTPUBOJUT
K TpeXIeBpeMeHHON JeTaabHOCTH. braromaps mu-
poxomy BHeapennio KT B kIMHNYECKYIO TPAKTUKY
noKasaresin 3a60J1eBaeMOCTH ¥ PACITPOCTPAHEHHOCTH
JIAM B Gmskaiinee Bpemst OyayT HEPEMEHHO BO3-
pacTars.

Koudaukr uHTepecoB. ABTOPbI 3asIBJASIOT 00 OTCYTCTBUM Y HUX KOH(DJIUKTA MHTEPECOB.
Conlflict of Interests. The authors state that they have no conflict of interests.
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