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OPUTUHAIJIBHAA CTATHA

KAUHUKO-AYHEBAR AUATHOCTUKA NPOSABAEHWUNA
AMMPAHTUOAEMOMUOMATO3A AETKUX (AAM)

Bacumabera M.A.!, AMocos B.MN.1, Hosmkosa A.H.!, CnepaHckaa A.A.T,
BapaHosa O.I.1, AMocos N.B.!, Pporosa O..2

uMpanruoseriomromaros (AAM) — opdarHoe 3aboreBaHHEe, MHOTHE ITaTTEPHBI KOTO-

POTO IIOAHOCTBIO HE HM3y4eHBI. [IpuMeHeHHe pa3sAUuYHBIX METONOB Ay4YeBOM AuarHo-

CTHUKU (KOMIIBIOTepHOI Tomorpaduu, Beicokopaspernarrlneii KT, KT-anruorpaduu,

OOHO(OTOHHO-3MHUCCHOHHON KOMIbIOTEPHOH ToMorpaduu, [19T-KT) no3BoaseT BBI-
ABUTH U OLEHUTH B AHHAMHUKE CIIEKTDP TOPAKAABHBIX U BHETOPAKAABHBIX H3MEHEHUH MIpHU
5TOM 3a00A€BaHUU.

Iesns nccnegoBaumsa. OLIEHUTh KAMHHUKO-Ay4YeBbIe 0OCOOEHHOCTH TOPAKAABHBIX U BHe-
TOPaKaAbHBIX HM3MEHEHHH y IIallMeHTOB C PAa3AHMYHBIMH KAWHHKO-AY4Y€BBIMH BapHaHTaMH
ANAM.

Marepuaner u metoasl. B uccaemoBanue BKAIOUEHO 83 OOABHBIX C MOP(POAOTHYUECKH
OATBEPXKAEHHBIM AMM@aHrruoseiomuomaro3oM (AAM). Cpennuil Bo3pacT OOABHBIX COCTaB-
AsIA 42,2+46,3 roma (:KeHIIMHBI/ MyKIUHBEI — 83/0). IIpu KOMIIAEKCHOM 006CA€IOBAHUHU IIAIIH-
€HTOB HCIIOAB30BAaAWCH KAMHHUYECKHE U Ay4eBble METOIbl AMArHOCTHKHU: pPeHTreHorpadud B
[OBYX TIPOEKIUAx, KomnbioTepHas ToMmorpadgua (KT), Beicokopaspemratomiaa KT (BPKT), ox-
HO(POTOHHO-3MHUCCUOHHAasT KoMmnbioTepHas ToMmorpadgus (OPIKT). [Ipu HeobxomumocTu: KT-
anruorpacpus — y 43 60abpHBIX, [IOT-KT — y 7 nanuenToB. Tak:ke mamueHTaM ObIAO BBIIIOAHE-
HO KOMIIAEKCHOE HCCAeoBaHue (PyHKIMU BHelrHero abixaHud (KU®B/I) u sxokapauorpa-
¢usi. Bce 60abHBIE HAOAIOJAAUCEH B IUHAMHKE (OIAUTEABHOCTE HabAomeHus 6,1+4,2 roma).

Pesynbrarel. AHaAN3 Pe3yABTATOB KAMHHUYECKOTO U AYYEBOI'O OOCAEIOBAHUS BBISBUA
CAEYIOIINe BapHUAHTBI A€TOYHBIX IposiBAeHUE AAM: y3aoBaga popMma BepudulinpoBaHa y 14
00ABHBIX, U@ dy3Hasa — y 65 6G0ABLHBIX, CMeEIIaHHas — y 4 IallUeHTOK.

HOuddysuasa dpopma Oviaa pasneseHa no KT-kaprure Ha 3 rpymnnbl. [lepBag rpynna —
C €MUHUYHBIMHU MeAKUMH KuctaMu (14 namueHToK). [Ipu nposeneruu OPOKT y maimeHTOK
5TOH TpyHIIbI He OBIAO BBIIBACHO 3HAYHUMEBIX IepP(Y3UOHHBIX HAPYIIEHHUH, IPU BBIIOAHEHUU
KOMITA€KCHOT'O HCCAeOBaHUs (PYHKIIMH BHelHero apixaHusg (KU®B/I) y 60ABHBIX 3TOH IpyI-
bl BBISBASIAUCH IIPOSIBACHUS OPOHXHaABHON OOCTpyKIMU. BTopas rpymnma — ¢ MHOXKECTBEH-
HBIMH KPYITHBIMH KucTaMHM (13 6oabHBIX), pu npoBeneHun ODOKT masg marueHTOK ITOH
TPyIIEI OBIAO XapaKTEePHO HAAWYHE, IIPEHUMYIIECTBEHHO B IIPUKOPHEBBIX OTHAEAAX, YIACTKOB
anepdgys3uy, COOTBETCTBYIOIINX aHAaTOMHUYECKOH AoKaausanuu KUCT. KIHPB/I BeIaBASIAO pe3-
KO BBIPaKEHHBbIE ITPOIBACHHUS OPOHXUAABHOU OOCTPYKIIMU B COYETAHHUU C AUPPY3UOHHBIMU
HapyIleHUIMU. TpeTbs Ipymnmna — ¢ MHOXKECTBEHHBIMH MEAKUMH KHcTaMHu (38 malieHTOK)
XapakTepHu3oBasack Hauboaee HeOAATONIPUATHBIM TedeHueM: npu mnpoBeaeHun ODIKT y
OOABHBIX 3TOH I'PyIIbl OTMEYAAUCH BhIPAXKEHHbBIE ITeP(y3NOHHbBIE HAPYILICHUS: IIPOTIXKEHHEBIE
30HBI TUIIONEP(PY3UU B 000OMX AETKHUX, YYACTKH arepdy3uu B CyOIIAEBPAABHBIX OTAEAAX C
ABYX CTOPOH, 10 peadyabraram KV®B/I y 5To# rpynmbl MallMeHTOK BBIIBASIANCH OOCTPYKTHUB-
Hble HAPYIIEHUd MEXaHUKU OBIXaHHUsS C PE3KUM YXyAUIEHUEM YCAOBHUI ra3oo0MeHa B AETKHUX
(camzxkenne OPB1, nuddy3uoHHOM CIOCOOHOCTH AerKUX). OCAOKHEHUs 3ab0AeBaHHS OIpe-
JEASIAUCE Y GOABIIIHHCTBA MAIUEHTOK (54 60ABHBIX — 63 %): THEBMOTOPAKC — y 52 HNaIlUEeHTOK,
XHAOTOPAKC — y 16 OOABHBIX, A€TOYHAS THIEPTEH3Ud — y 18 ImaliueHToK, AeTOYHOEe KPOBOTEYe-
HUE — V 2 OOABHBIX, IPOIBACHHUS AUM@ocTasza — y 9 60oAbHBIX. BHeTOpaKasbHbIE M3MEHEHUS
OBIAM BBIIBAEHBI y 52 MAIlMEHTOB: A€HOMUOMEBI ITOYEK y 14 manueHToK, Aefio- U (PUOPOMUOMBI
MaTKH — ¥ 27 GOABHBIX, IIeYeHH y — 3 OOABHBIX, BHEOPTaHHbIe AeHOMHOMEI — Y 16 IaIlleHTOK.

[Ipu cTaTUCTHYECKOH 00paboTKe MaHHBIX HCIIOAB30BAAU IPOTPAMMY/CTaTUCTUIECKUH
naket Statistika 6.0.

Briroasi. [IprMeHeHHEe KOMIIAEKCHOI'O KAWHHKO-AYYEBOIO O0CAEIOBAHUS I103BOASIET
BBISIBUTH ITpu3Haku AAM Ha paHHUX CTAOHUSIX 3a00A€BaHUsI, B HEKOTOPBIX CAydasax U30exKaTb
IIPUMEHEHHS] XUPYPTUIECKO# OHMOIICHH, CBA3aHHOM C BBICOKHM PHCKOM OCAOXKHEHHU. Brime-
A€HUE Pa3AMYHBIX BapHUaHTOB TedeHUd auddy3Hoi dpopmbl AAM Ha OCHOBAaHHUH OCOGEHHO-
creti KT-KapTHHBI, KOTOPbIe KOPPEAUPYIOT C (PYHKIIMOHAABHBIMH HaPYIIIEHUSIMU, I103BOASET
pa3paboTath AUdEPEeHIIHPOBAHHbBIE TOAXOAbI A€4eOHOM TAKTHKHU U OIIPEACACHHS IIPOTHO3a
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CLINICAL - RADIOLOGICAL FEATURES LUNG'S
LYMPHANGIOLEIOMYOMATOSIS (LAM)

Vasilieva M.A.T, Amosov V.I.1, Novikova L.N.1, Speranskaia A. A.!, Baranova O.P.1,
Amosov L1, Frolova O.P.2

ymphangioleiomyomatosis (LAM) is an orphan disease, which patterns have not i_1p. paviovSt-
been fully studied. The use various methods of diagnosing (computed tomography, petersburg State Medical
HRCT, CT angiography, SPECT, PET-CT) allows to identify and to evaluate the spec- yniversity, Ministry of

trum of thoracic and extra- thoracic changes in this disease. Health of Russian Feder-
Purpose. To evaluate the clinical and radiation characteristics of thoracic and extra- ,gon.
thoracic changes in patients with LAM. Saint Petersburg, Russia.

Materials and methods. The study included 83 patients with morphologically con- 5 _1M. Sechenov First
firmed LAM. The average age of patients was 42.2 + 6.3 years (w / m - 83/0). Clinical and X- poscow State Medical
ray were used in the complex examination of patients: radiography in two projections, com- ynjversity (Sechenov
puted tomography (CT), high-resolution CT (HRCT), and single-photon emission computed yniversity).
tomography (SPECT). If necessary: CT angiography - in 43 patients, PET-CT in 7 patients. Moscow, Russia.
Also, patients underwent a complex lung function examination (CLFE) and echocardiog-
raphy. All patients were observed in dynamics (observation was 6.1 + 4.2 years).

Results. Analysis of the results of clinical and radiological investigation revealed the
following variants of pulmonary manifestations of LAM: the nodular form was verified in 14
patients, diffuse in 65 patients and mixed in 4 patients. The diffuse form was divided ac-
cording to the CT scan into 3 groups. The first group - with sporadic small cysts (14 pa-
tients). During SPECT in patients of this group, no significant perfusion disorders were de-
tected, while performing CLFE in patients of this group revealed manifestations of bronchial
obstruction. The second group - with multiple large cysts (13 patients), during SPECT for
the patients of this group was characterized by the presence, mainly in the central parts of
lungs focuses of aperfusion, corresponding with anatomical localization of cysts. CLFE re-
vealed pronounced manifestations of bronchial obstruction in combination with diffusion
disorders. The third group - with multiple small cysts (38 patients) was characterized by the
most unfavorable course: during SPECT in patients of this group, pronounced perfusion
disorders were noted: extended hypoperfusion zones in both lungs, aperfusion areas in sub-
pleural sections from both sides, according to the results of CLFE in this group of patients
obstructive violations of breathing mechanics with a sharp deterioration of gas exchange
conditions in the lungs (decrease in FEV1, diffusive capacity of the lungs) were revealed.
Complications of the disease were determined in the majority of patients (54 patients - 63%):
pneumothorax in 52 patients, chylothorax in 16 patients, pulmonary hypertension in 18
patients, pulmonary hemorrhage in 2 patients, lymphostasis in 9 patients. Extrathoracic
changes were detected in 52 patients: kidney leiomyoma in 14 patients, uterine fibroids and
uterine fibroids in 27 patients, liver in 3 patients, and extraorganic leiomyomas in 16 pa-
tients.

Conclusions. The use of a comprehensive clinical and radiation survey allows us to
identify the signs of LAM in the early stages of the disease, in some cases avoid the use of
surgical biopsy associated with a high risk of complications. The selection of various vari-
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ants of the flow of the diffuse form of LAM on the basis of the CT features of the picture,
which correlate with functional disorders, allows the development of differentiated ap-
proaches to therapeutic tactics and determining the prognosis of the disease.
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nMpaHruoreiomrnomMmaros Aerkux (AAM) —

opchanHoe 3aboaseBaHUEe, IIOpaXKaIoIlee

KEHIIUH IIPEeUMYIIeCTBEHHO IETOPOLHOTO

BO3pacTa, XapaKTepPHU3YIoIeecs OIIyXOAe-
HOOOOHBIM pa3pacTaHUEM TAaIKOMBIIIEYHBIX KAe-
TOK B CTEHKaX AUM(PATUYECKUX, KPOBEHOCHBIX CO-
CYIOB U aAbBEOA C HCXOJOM B KHCTO3HYIO TpaHC-
hopMaIIo AETOYHON MMapeHXHMBI, a TaKKe IIopa-
KEHHEM OpraHOB-MHIIIeHeY (IOYeK, MaTKHU, Iede-
HHU, anMdaTHdecKux y3aoB) [1]. Haunboaee gyacTbim
OCAOKHEHHEM 3a00A€BaHUS SIBASETCS PA3PBIB KHUCT
¢ popmupoBaHHeM nmHeBMOTOpakca [1, 2, 3]. Tak-
JKe A 9Toro 3aboaeBaHHS XapaKTEePHO Pa3BUTHE
XHAE3HBIX BBIIIOTOB (XHAOTOPAKC, XHAOIEpPHUKap-
ouT, Xuae3Hei¥ acrurt) [1, 3]. U3BectHO, uTo AAM —
3aboaeBaHue, IIPH KOTOPOM HAapPyIIaeTCsl OTTOK
AUM@BI, YTO MOXKET HPHUBOAUTH K BO3SHUKHOBEHHIO
U IIOCAEAYIOIIEMY HapacTaHUIO HapyIIeHu#l B
MHUKPOIIUPKYASITOPHOM PYCAE, C PAa3BUTHUEM THdKe-
ABIX KAWHHYECKHUX IIPOSBACHUI (IPOrpeccUupyro-
11ad OAbIIIIKa, KpoBoxapKaHsbe) [1, 3].

Hasg AAM xapakTepHa IIOAMCHCTEMHOCTbH
Impolecca C HaAHMYHEM JKCTPAIyABMOHAABHBIX
IpOsIBACHUH (BHEOpPTaHHBbIE 3a0pPIOIIMHHBIE HOBO-
ob6pazoBaHUsI, HOBOOOpPA30BaHHA IIAPEHXUMATO3-
HBIX OPTaHOB OPIOIIIHOM ITOAOCTH, 3a0PIOIIMHHOTO
IIpoCTpaHCTBa U Maaoro tasa) [3, 4]. Haanuue 3a-
OPIOIIMHHBIX ACHOMHOM IIOBBIIIAET PHUCK pPa3BU-
THUS BEHO3HBLIX TPOoMOO30B, TPOMOO3IMOOAUM AETOU-
HOM apTepUH U apTepUasbHON 3MOOAMN Me3eHTe-
PHaAABHBIX COCYIOB [J].

CoraacHO KaacCHUMHKAIUH OIIyXOA€M AETKHX
BcemupHoi OpraHu3alluu 3IpaBOOXPaHEHUSI
(2015), AAM oTHOCHTCA K OIIyXOASIM, BO3HHKAaIO-
IIUM H3 [EePUBACKYASIPHBIX SIUTEAHMOUIHBIX KAE-
TOK [6]. B oreuecrBeHHO# Kaaccudpurkaimu AAM
OTHOCHUTCSI K HMHTEPCTUIIMAABHBIM 3a00A€BaHUAM
AETKHUX W BXOAUT B MOATPYIILY AETOYHBIX IHCCE-
MHHaIuH oryxoaeBoi mpupoasl [1]. I[To ERS guide-
lines for the diagnosis and management of Lym-
phangioleiomyomatosis (2010, 2016), aTo 3a6oae-
BaHHUE OTHOCUTCHI K PEOKHUM Te€HETUYECKH [OeTep-
MUHHUPOBAHHBIM OIIYXOAEBBIM IIpolieccam [7, §J.

B cBg3u ¢ penkoil BCTPEIaeMOCTBIO HO30A0-
TUH HCTHHHYIO 3a00A€BaeMOCTb OIIPENEAUTH 3a-

www.rejr.ru | REJR. 2018; 8 (1):85-101

DOI:10.21569/2222-7415-2018-8-1-85-101

TPYAHUTEABPHO, MaHHBIE OTEYECTBEHHBIX U 3apy-
OEe>KHBIX aBTOPOB Pa3HATECS. PacripocTpaHeHHOCTD
AAM 110 maHHBIM 3apyOesKHBIX aBTOPOB COCTABASI-
er 1 Ha 400 000 ugeaoBek, 1o maHHbIM IICIIGIMY
uM. akan. W.II. ITaBaoBa (M.M. MabkoBu4, 2016) B
crpykrype U3A AAM cocraBager 1,3 % [1, 7].

JHuar"Hoctuka AAM OCyIIECTBAGETCSI B COOT-
BETCTBUU C MeXAyHapoaHBIMH PEKOMEHIAITUSIMU
(ERS guidelines for the diagnosis and manage-
ment of Lymphangioleiomyomatosis, 2010 1 2016)
[7, 8]. o 2010 roma roBopuThk 06 OIpeIEACHHOM
AAM BO3MOIKHO OBIAO TOABKO ITOCAE€ BBIIIOAHEHUS
Ouoricuu  AerOo4HOM TKaHU. OOHAKO IIMPOKOE
BHepeHHe KOMITBIOTEpPHOH ToMorpaduu, yrayboae-
HHE 3HaHUME 00 3ToM 3a00A€BaHUU, a TAK3KE BHICO-
KHUP PHCK OCAOXKHEHUH (ITHEBMOTOpPaKC, KpPOBOTE-
YeHHe) IPU BBINOAHEHUU OHOIICHU, CTaAU ITPEAIIO-
CBIAKAMHU [IAS Pa3paboTKU KPUTEPUEB IIOCTAHOBKU
nuarHo3a AAM Ha OCHOBAHHM KOMIIAEKCHOTO KAH-
HUKO-Ay4YeBOro obcaemoBaHuga maiueHTokK. Co-
TAQCHO MAaHHBIM €BPOIIEHCKOI0 PEeCIHuPaTOPHOIO
obIecTBa K KPUTEPHULAM olipenaeseHHoro AAM ot-
HOCHATCS: XapaKTepHasa uau cxoxgHas KT-kapTuHa B
AETKUX U cBo¥cTBeHHBIe AAM MopdosoTHYeCKHEe
U3MEHEHUs B OHOIITaTe AETKOTro, AMOO XapakTep-
Hag KapTuHa udMeHeHUU B aerkux Ha BPKT B co-
YeTaHUH C ONHHUM M3 CAEAYIOIHNX IIPHU3HAKOB: aH-
TUOMHOAUIIOMON B IOYKAaX, XUAE€3HBIM BBIIIOTOM B
TIA€BPaAbLHON HAU OPIOIIHOM IIOAOCTH, OPa’KEHU-
eM AAM aAMM@aTHYECKHX Y3A0B, OIIPEeNeA€HHBIM
HAHU BEPOSITHBIM TYOEepO3HBIM CKAEPO30M [7, 8].

O BepoarHoM AAM roBopuTcda IpPHU Xapak-
TepHO¥ KaptuHe Ha BPKT u TUODUYHOM KAMHHUYE-
CKOM TE€YEeHHH OOA€3HH HAU HpH cxomHoit ¢ AAM
kapruHe BPKT B codyeTaHHMH C aHTHOMHOAWIIOMA-
MM B IIOYKaX, XHUAE3HBIM IIA€BPAABHBIM BBIIIOTOM
WAM XHUAE3HBIM aciutoM [7, 8.

Brineasror nBe ocHoBHBIE opmbl AAM: y3-
roBag U nuddysHad. Y3aoBad popMma IpeacTaBAs-
€T Pa3HOKAAHOEPHYIO AUCCEMHHAIIUI0O B AETOYHOMH
TKaHU 0e3 NPU3HAKOB ITOPaKEHUS APYTHUX CTPYK-
TypP AETKHUX, MOP(OAOTHUECKAas CTPYKTypa Y3A0B
COOTBETCTBYET Aetiomuomam [1].

[Ipu muddysHoit popme AAM criekTp HU3Me-
HeHUll 6oaee pa3HOOOPA3HBIN: yYacCTKU ITpoaude-
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panuy aTHUIINYHBIX TAQIKOMBIIIEYHBIX KAETOK MO-
TYT CAUBATBLCHA APYT C APYyroM ¢ (POPMHPOBaAHHUEM
KHCT (3a cueT maucbasaHca CHHTE3a MATPUKCHBIX
MeTaanronporeas). JuaMeTp KHUCT MOXKeT ObITH 10 2
CM, TOAIIMHA CTEHKH He 0Ooaee 2 Mm. [0 KOHIA
MexaHHU3M (POPMHUPOBaHUS KUCT B AETOYHOH TKaHHU
He H3y4eH, OMHAKO P aBTOPOB CYHUTAET, YTO ITO
BO3MOXKHO 3a CYeT KAAIlaHHOTO MeXaHH3Ma IIpH
obAUTEpPaAIIMH IIPOCBETA MEAKOTO OpOHXa C ITOCAe-
OYIOIIUM €ro IIepepacTs:KeHHeM, O 4YeM MOKeT
CBHUETEABCTBOBATh HaAM4YME B CTE€HKE KUCTHI
TAQIKOMBINIEYHBIX ITpoAudepaToB [9].

B 3apybexHoit auTeparype K AAM OTHOCHT-
Cd TOABKO MYABTHKHCTO3HBIH BapHaHT IIopazke-
HHY, OJHAKO HaAW4YHe CMeEIIaHHOW (DOpPMBbI IIpes-
IIoAaraeT OLHOTHUIIHBIM XapaKTep HU3MEHEHUH IIpU
nuddy3HOH U y3A0BOH ero popmax [7, 8, 10].

Ay4aeBple nmpogaBaeHud AAM omucaHbl B pane
PYKOBOZCTB, OIHAKO B BHAY PEIKOCTH 3aboseBa-
HU™ TPeOyIOT JaAbHEHUIIero u3y4eHus U OlleHKH [9,
11, 12].

IMens ucciemosaumsa.

OLIeHUTh KAWHHUKO-AYUE€BBIE OCOOEHHOCTH
TOPaKaABHBIX U BHETOPAKAaABHBIX HM3MEHEHUH Y
[allUeHTOB C KAWHHUKO-AYYEBBIMH BapHaHTaMHU
AAM.

Marepuaibl U METOIBI.

C 2005 r. mo 2017 r. B HUU muaTepCcTUIU-
aABHBIX HW OpdaHHBIX 3a00A€BaHUM  AETKHX
TICIIGIMY um. akan. U.I1. ITaBaoBa HaADAIODAAWCH
83 6oABHBIX AAM, HMEIOIMX THCTOAOTHYECKOE U
UMMYHOTHCTOXUMHYECKOe IOoATBepkKAeHNe 3ab0-
AeBaHusga. CpenHuil Bo3pacT OOABHBIX COCTABASA
42,2+6,3 roma (KeHIUWHBI/My>K4uHBI — 83/0).
KommaekcHoe ob6caemoBaHMe OOABHBIX BKAIOYAAO
KAWUHHYECKHE M Ay4eBbI€ METOHbl HCCAENOBaHUS:
peHTreHorpadus OpraHoB I'PYAHON KAETKH B IBYX
npoeknugax, KT, Bwlcokopaspematomiag KT,
O®OKT. Ilpu HEOOXOAUMOCTU BBITOAHSIAUCH: KT-
anruorpacgus — y 43 6oabHbIX, [I9T-KT — y 7 mna-
nueHToB. Takske BceM IalieHTaM OBIAO BBIIIOAHE-
HO KOMIIAEKCHOE HCCA€NOBaHHE (PYHKIIMH BHEII-
HEero AbpIXaHUd W 9XoKapauorpadpus. Bce maruen-
TBl HabAIOZAAWCE B [OUHAMHKE (ZAUTEABHOCTDH
HabaroneHuda 6,1+4,2 roga).

PesynbpraTer ncecnengoBanus.

AHaamu3 pe3yAbTaTOB HCCAENOBaHHUS BBIIBHA
CAENYIOIIHE BapHaHTBlI AETOYHBIX ITPOSBACHUH
AAM: y3aoBas dopma BepudunupoBaHa y 14
0oabHBIX, TUdPy3HasT — Y 6S OGOABPHBIX U CMEIIIaH-
Hadg — y 4 HDaleHToK.

Has Bcex marmeHTOK ¢ audpdy3HoM hopMoii
AAM, BBIIBA€HHO# y 65 GOABHBIX, OBIAO XapaKTep-
HO HaAMYHe KHCT B AETOYHOH ITapeHXHMe, OIHAaKO
II0 UX KOAWYECTBY, (POpPME€ H AOKAAW3AIIUH BO3-
MOZKHO OBIAO pa3neAWuTh MAIlHEeHTOK Ha TpPHU THIIA
opaskeHus. Y YacTH OOABHBIX KHCTBI OBIAM €IU-
HU4YHBIMU (1 rpymnmna — 14 manueHToK), y APYTHUX —
MHOXKECTBEHHBIMH KPYIHBIMH, OUaMeTpoM 0Ooaee
1,0 cm (2 rpynna — 13 OOABHBIX) M y OCTaABHBIX
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MHOXKECTBEHHBIMU MEAKHMH, auameTpoM g0 1,0
cM, ¢ mpeobaamanueM Kuct pazmepom 0,3 - 0,5cm
(3 rpynna - 38 manumeHTok). CAenyeT OTMETHUTD,
4TO B KaxKIOH rpymnme xapakTepHad KT-kaptuna
KOppeAnpoBasa C Pa3AHYHBIMH BapHaHTaMH
(PYHKIIMOHAABHBIX ITPOIBACHHM, pa3HOM CTEIIEHBIO
IOpPaskKeHUs MHUKPOIMPKYASTOPHOTO pycAa, OIIpe-
neasiemoro npu npoBeaeHun OPOKT, munamukoi
TeuyeHUd 3aboaeBaHUS, a4, CAELOBATEABHO, U €ro
nporHo3oM. IIpu HM30AMPOBAHHOM KHCTO3HOM IIO-
PasKeHUM AETOYHOM TKaHHU (6e3 IPU3HAKOB ITOAU-
CHCTEMHOCTH IIpollecca W HaAWdHd SKcTpaTopa-
KaAbHBIX ITPOSBAEHHH) IIepexo IallHeHTOK U3 Of-
HO¥ Tpymnnbl B APYIYIO He HAOAIOZAACS.

[lag manueHTOK IIEepBOM TIPyHIbl ObBIAO Xa-
pakTepHO HaaWdHhe eAUHUYHBIX (o 10 B KazkgoM
AETKOM) KHCT C TOHKHUMH CTEHKaMH (TOAIIIHMHA
CTEHKU He Ooaee 2 MM), oKpyraoi#i dopmel. [dua-
MeTpP KHCT y IallMeHTOK B JaHHOM I'pyIIle He IIpe-
BbImraa 7 MM. KHCTBI AOKaAM30BaAUCh XaOTHYHO,
IIPEUMYILIECTBEHHO B SEPHBIX OTAEAAX AETKHX. Y
YaCTH ITallUeHTOK (7) BBIIBASIAHUCH OLHOCTOPOHHUE
(3) m mBycropoHHHE (4) y4acCTKH IIA€BPOITHEBMO-
¢pubposa, Kak IMOCAEACTBUS THEBMOTOpPakcoB (10).
[Ipu mpoBemenmu OPOKT y mammeHTOK mOepBO#
TPyHIbl He OBIAO BBIIBACHO 3HAYUMBIX IHIepPQy3H-
OHHBIX HapyIIeHHH, MeAKHe Y4acTKH alepdy3uu
COOTBETCTBOBaAU KOMIIBIOTEPHO-
TOMOTrpadudecKoH AOKaAM3aITUH dokycoB
naeBporrHeBMogubpo3a (puc. 1).

[Ipu mpoBemeHHH KOMIIAEKCHOI'O HCCAEIOBA-
HUG (PYHKIHUH BHEIIHEro AbIXaHHUd y 2 OOABHBIX
9TOH TPYHIBLI BBISBASANUCH MHHHUMAaAbHbIE U3MEHe-
HUS B BUEe YMEHbIIeHUd MU(PPY3UOHHON CIIOCO0-
HOCTHU AETKHX (KH3HEHHasi eMKOCTh AeTKux (2KEA)
- 116+3,8 % oT mOAKHOM BEeAWYUHBI, 00BbeM op-
cupoBaHHOTO BbIgOXa 3a 1 wuHyty (OPBI1) -
104£7,5 % oT MmOAXKHOM BEAMYMHBI, OCTATOYHBLIMN
oobeM aerkux (OOA) — 99,7+8,2 % oT mOAKHOU Be-
AUYHUHBI, OUQPEQY3HOHHOM CIIOCOOHOCTH AETKHX
(ACA) — 79,319,4 % oT MOAKHON BEAWYHHBI).

Jas TIanmeHTOK BTOPOM TPyIIBI OBIAO Xa-
PakTepHO HaAMYHE MHOXKECTBEHHBIX KHCT B Ae-
TOYHOH TKaHU KPYIIHOTO AuaMmeTpa (B cpegHeM 6o-
aee 10 mM). [Ipu 3TOoM Hapsay C KPyHIHBIMU KU-
CTaMH BBISIBASIAUCE U OoAee MEAKHE, TUaMETPOM 2-
7 MM. KHCTBI AOKaAH30BaAUCE KaK CyOIIA€BPaAbHO,
TaK U B SIEPHBIX OTAEAaX ACTKHX, B TOM YHCAE C
BoBA€UeHHEM pebepHO-nuadparMasbHBIX CHHYCOB.
CTeHKM KHUCT ObIAM TOHKME (B pse CAydaeB IIAOXO
BU3yaausupymomuecsa naxke npu BPKT). [Ipu mpo-
BeneHUHN (PYHKIIMOHAABHOI'O HCCAEIOBAHHUS «HA
BBIIOXE» Yy 4 TIIalMeHTOK oIpeneadanch KT-
IPU3HAKHU I1apafOKCAaABHOH BEHTHUASIIUH KHCT.
[Tpu npoenenun OPIKT gag manueHTOK HU3 BTO-
PO# I'pyIIbl OBIAO XapaKTEePHO HaAWYUE, IIPEUMY-
IIECTBEHHO B IIPUKOPHEBBIX OTAEAAX, yIaCTKOB
anepdysuy, COOTBETCTBYIOIIUX aHATOMHYECKOH
AOKaAM3aIluU KHUCT (pHC. 2).

[Ipu mpoBeeHNN KOMIIAEKCHOTO HCCAEI0BA-
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Puc. 1 a (Fig. 1 a)

Puc. 1 B (Fig. 1 ¢) Puc. 1 r (Fig. 1d)

Puc. 1. a - B. KT opraHoB rpyAHO MOAOCTH, AKCUAAbHAS MAOCKOCTb. I — OPIKT. NauneHTka b., 42 roaa.

a, 6 — B 9A€PHbIX OTAEAQX AEFOYHbIX MOAEN C OBEMX CTOPOH BbISBAAOTCH EAUHUYHBIE BO3AYXCOAEPXKALLLUME KUCTbI, AUQO-
METPOM 2-7 MM, OKPYTAOM GOOPMBI, C TOHKMMM POBHBIMK CTEHKOMM.

B — B cyONAEBPAAbHbIX OTAEAQX HMKHEM AOAM MPABOrO AETKOTO OMPEAEAIETCS Y4ACTOK MAEBPOMHEBMOUOPO3Q,
BCAEACTBME MEPEHECEHHOTO MHEBMOTOPAKCA.

r— O®P3SKT, B 0OBGAQCTH YHACTKA MAEBPOMHEBMODOUOP O30 OTMEYAETCH anepdoy3ms.
Fig. 1. a - c. MSCIT, chest, axial slice. d — SPECT. Patient B., 42 y.o.

a, b — there are some air-containing cysts which are identified on both sides in the peripheral lung zones, d~ 2-7
mm,with round shape, with thin even sides.

c - also there is an area of pleuropneumofibrosis in the subpleural parts of the lower lobe of the right lung, due fo a
pneumothorax.

d - SPECT, in which there is an aperfusion zone.
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Puc. 2 a (Fig. 2 a)

Puc. 2 B (Fig. 2 c) Puc. 2 r (Fig. 2 d)

Puc. 2 A (Fig. 2 e)

Puc.2. a-r - KT opraHOB rpyAHOM MOAOCTHU, AKCUAAbHAS MAOCKOCTb, A - OPIKT.

a - boAbHaOs [1., 55 AeT. MpK HATUBHOM CKAHMPOBAHMM BO BCEX OTAEAOX AETKMX OMPEAEAOTCA MHOTOYMCAEHHbIE TOH-
KOCTEHHbIE BO3AYXCOAEPXALLME KMCTbl AMAMETPOM AO 30 MM.

6 - Mpu nposeaeHUM BPKT AyyLLIEe BU3YAAM3MPYETCS CTPYKTYPA KUCT, MX CTEHKKM, OTCYTCTBUE MPU3HAKOB CAMIHUA KUCT C
OBPA30BAHUMEM KUCT HEMPABUMABHOM CDOPMbI (HTO XAPAKTEPHO AAS TMCTUOLMTO3A X), YOCTUHHOE KOAAQBUPOBAHME
UMM NPUAEXALLLEM AETOYHOM TKAHW C DOPMUPOBAHUEM YHACTKOB KAPTUHbI (MATOBOTO CTEKAQH.

B, I - MauneHTtka b., 59 AeT. PyHKUMOHAABHAS BPKT: Npru MCCAEAOBAHMM HO BAOXE (B) M BbIAOXE (I) OTMEYQETCH YBEAU-
YeHMe PA3MEPOB KMCT MAPAMEANACTUHOABHO B BEPXHEN AOAE CMPABA (MAPOAOKCOABHASN BEHTUAILLMA).

A — OPSKT, B MPUKOPHEBbBIX OTAEAOX BbISBASIOTCS YHACTKM ANepdoy3unm, COOTBETCTBYIOLLIME AHATOMMUYECKOM AOKOAM-
30LMM KUCT.

Fig. 2. a-d - MSCT, chest, axial slice. e - SPECT.

a - patient P., 55 y.o. in native CT scanning, in all parts of the lungs there are numerous thin-walled air-containing cysts
with a diameter of up to 30 mm.

b - in HRCT is better visualized the structure of the cysts, their walls, the absence of signs of the fusion of cysts with the
formation of iregular cysts (which is characteristic of histiocytosis X), partial collapsing of adjacent lung tissue with the
formation of areas of the "frosted glass".

c, d - patient B. 59 y.o. In functional HRCT: In studies on inspiration and expiration, the size of the cysts increases in a
paramedic way in the upper lobe on the right (paradoxical ventilation).

e — SPECT, there is an aperfusion zone in parahilar parts corresponding the anatomic cyst localization.
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HHUsS (PYHKIIMH BHEIIHETO AbIXaHUS Y 3TOM TPYIIIBI
OOABHBIX BBIIBASIAUCH PE3KO BBIpaXKE€HHBIE 006-
CTPYKTHBHBIE HapyIIEHHS B COUYETAHHH C PE3KHUM

yXyALIEeHUeM yCAOBHiT razoobmena (KEA -
78,5£8,4 % otT moaxkHOM BeAnduHbl, OPB1 -
40,5+£5,9 % ot mgoaxkHOH BeamdnHbl, OOA -

229+23,3 % ot moaxkHOU BeanuuHbl, [ICA -
42,5%7,8 % OT MOASKHOU BEAWYUHEI).

[lag maleHTOK H3 TPEeThbed TPYyIIbl OBbIAO
XapaKTepHO HaAW4YHe MHOXKECTBEHHBIX MEAKHX
KHCT B 000UX A€TKUX. Pazmepbl KUCT OBIAU MEHb-
ute 1,0 cm, mpeobaamasu (65,7 %) KUCTBI AHaAMET-
pom 0,2 - 0,5 cm. Kak u Bo BTOpOH rpymme mad
HUX OBIAO XapaKTepHO Au(p@y3HOE, CHUMMETPUU-
HOe, IBYCTOPOHHEE pPacCIpOCTpaHeHHE, C AOKaAH-
3anyed NIPeuMyIIeCTBEHHO B HAOEPHBIX OTIEAAX,
BKAIOYAad HHXKHUE [IOAU u pebepHo-
auadparMasbHble CHHYChI. KHCTBI OBIAM OMHOO0G-
Pa3HBIMH, HE UMEAU TE€HAEHIINH K CAHUSHUIO, B IH-
HaMHKe OTMEYaAoCh HapacTaHHe UX KOAWYecTBa U
pasmepoB. [Ipu npoBenernnu ODPIKT y aToi rpyIi-
IIbI GOABHBIX OTMEYAAHCH BbIpaKeHHbIE IIepdy3u-
OHHbBIE HapyLIeHHd: IIPOTAKEHHBbIe 30HBI THIIO-
nepdy3un B 000UX AETKUX, YIACTKH anepdy3uu B
CcyOmAeBpaAbHBIX OTOEAaX C ABYX CTOPOH (puc. 3).

ITo panaeiM KUDPB/I v aT0# rpynnb! IamnueH-
TOK BBIIBASAUCE Hamboaee TaxKesble (QYHKITHO-
HaAbHbBIE HapyIIeHHs CMENIIaHHOTO XapakKTepa: Co-
YyeTaHHE PECTPHUKIIMU H OOCTPYKIHH M pPe3Koe
yxyaieHue ycaoBuii razoobmena (KEA — 63,0 *
8,9 % ot moaxxHOU BeanduHbl, OPB1 — 44,0 £ 21,2
% ot moaxxHOUM BeamdmHbl, OOA — 140,0 £ 21,2 %
oT moAXHOM BeawuwHbl, [JCA — 24,7 £ 4,2 % ot
[OAYKHOH BEAWYHHEI).

Has yanoBoit popmber AAM, BeIIBA€HHOH v 14
[IAIIUEeHTOK, OBIAO XapaKTepHO HaAW4YHE B AEroY-
HOM TKaHU pa3HOKaAUOEepHOI reMaToreHHOHU (C Xa-
OTHYHBIM THIIOM PAaCIpPOCTPaHEHUs) AHUCCEMHHA-
nuu. B orAndne oT reMaTOTeHHBIX METACTa30B (IAs
KOTOPBIX TaKoH IaTTepH Hanboasee xapakTepeH) He
OTMEYaAOCh CYIIECTBEHHOIO HapacTaHHUs [IHUCCe-
MHUHAIIUU [IPHU OAUTEABHOM HaOAIONEHUN OOABHBIX.
Ouaru GbIAH OKPYTAOM (POPMBI, C YETKUMU POBHBI-
MH KOHTypaMH. PazMepnl o4aroB BapbHpPOBaAH OT
muanapsbix (0,1 - 0,3 cM) [0 KPYITHBIX MSITKOT-
KaHHBIX y3A0B (5,0 cM). CTpyKTypa y3A0B y BCEX
alfMeHTOK Oblaa OLHOpPOAHAdA, MATKOTKAHOH
naotrHOcTH (mo +30 HU). Tlpu mnpoBemenuu KT-
HCCAENOBAHUS B YCAOBUAX BHYTPHBEHHOTO OOAIOC-
HOTO KOHTPACTHOI'0 YCHAEHHS B HHX OTMEYaAoCh
HaKOIIAGHHE KOHTPACTHOI'O BEIIEeCTBa, XapakTep-
HOE IOAS A€HOMHOM, UM K€ COOTBETCTBOBaA XapakK-
Tep Metaboau3ma pamuodapmipenapara (PPII, a
uMeHHO18-®/1I') npu nposepenuun [1OT-KT (puc.
4).

[Ipr npoBemeHHH KOMIIAEKCHOI'O HCCAENOBA-
HUG PYHKIIUHU BHEIIHETO AbIXaHUd y 9TOH I'PYIIIIbI
OOABHBIX BBIIBASIAUCH YMEPEHHBIE IIPOSIBACHUS
OpOHXMAABHON OOCTPYKIIMK 0e3 HapylleHUs aud-
¢y3UOHHO#M CITOCOOHOCTH AETKHX.
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[Ipu cmemranHo# opme AAM, BBITIBAEHHOH
y 4 6oabHBIX, Ha KT ompeneAsAnch MpPHU3HAKU Kak
nnddy3HOH, TaK U Y3A0BOH (PopM (pHC. 5).

[Ipu wnpoBenenmu OPOKT cyiecTBEHHOTO
U3MEHEHUS MUKPOIIUPKYATIINU BBIIBACHO He OBI-
AO.

[Ipu mpoBemeHHH KOMIIAEKCHOI'O HCCAEIOBa-
HUg PYHKIIUYU BHEIIHETO AbIXaHHd Y 3TOH I'PYIIIbI
OOABHBIX BBIIBASIANCE IIPOSIBACHHS OPOHXMAABLHOM
OOCTPYKITUH.

OcaoKHEHHOEe TedeHHe 3aboreBaHHsd Xapak-
TEPHU30BaAOCh HaAW4YHEM IIHeBMoTopakca (y 52
GOABHBIX), XHUAOTOpaKca (y 16 GOABHBIX), IPOSBAE-
HUIMH AMM@OCTa3a B KAETYATOYHBIX IIPOCTPaH-
CTBaX U B A€TOYHOM TKaHU (y 9 GOABHBIX), AETOYHO-
o KpOBOTeYeHUd (y 2 GOABHBIX), AETOYHOM THIIEepP-
TeH3uu (y 18 60ABHBIX) (TabA. No 1).

[THEeBMOTOpaKC OBIA BBIIBAEH y GOAbIIEl ya-
CTU TIalMeHTOK (¢ mudpdy3Hoi dopmoit y 50 GoAab-
HBIX, CO CMENIaHHO¥ — y 2 HanueHTOK). [Iad Hero
ObIA XapaKTepeH PenUIUBUPYIONINN Xapakrep,
CAOKHOCTH PaCIpaBA€HHUS ACTOYHOM TKaHH, ABYX-
CTOpOHHEe opazkeHue (puc. 6).

Y wactu nanueHTOK (16) ObIA BBISBAEH XH-
A€3HBIH BBIIOT (y 15 ¢ muddysHoit dpopmoii, y 1 co
CMEIIIaHHOM), XUAE3HbIH TTepuKapauT (y 1 6oabHOM
c muddy3Hoit dopMmoii), Xuae3HbI acout (y 4
6oABHBIX ¢ aucpdy3Hor opmoii). Y 7 malreHToK
XUAOTPOPAKC ObIA OMHOCTOPOHHHUH, y 9 — ABycCTO-
pouHuii. ¥ 11 mamumenTok npu KT BBIIBASIAOCH
3HAYUTEABHOE KOAMYECTBO JKHUAKOCTH (Goaee 1
auTpa), v 5 — HeboabIoe (300-500Ma). Y 5 60Ab-
HBIX XHAOTOPAKC HMEA PEeIUAUBUPYIOIIUN Xapak-
Tep, HECMOTpPS Ha IIPOBOAUMBIE AcdeOHble MaHH-
OyASIITUH (IIA€BPOE3 TAABKOBBIA M XUMHYECKHUH)
(puc. 7).

Y omHON manmueHTKH XUAOTOPAKC COYETAACS C
XUAE3HBIM aCIUTOM H XHAE3HBIM IIEPHKAPANUTOM
(puc. 8).

[IposiBA€HHS XHAOTOpPaKCa M XHAE3HOIO ac-
ouTa y HarueHTOK COIIPOBOXKIAAOCH IIPOSIBACHUL-
MU AEMQoOcTa3a B CPELOCTEHHU U 3a0pIOIIHHHON
JKUPOBOH KAeTYaTKe (puc. 9).

[TopazkeHre IIapeHXUMATO3HBIX OpPraHoOB
OPIOMIHOM ITOAOCTH, 3a0PIONIMHHOIO IIPOCTPAHCTBA
U MaAOro Tasa BBIIBAFAOCH y 52 IIaIlMEHTOK.
AefioMHOMEBI IIedeHH — y 3 OOABHBIX, A€HOMHOMBI
noyek — y 14 mamueHTOK, aAedio- ¥ (PUOPOMHOMBI
MaTKU — y 27 OOABHBIX, BHEOPTraHHbIE ACHOMBI — Yy
16 6OABHBIX.

Y GoabIIHHCTBA INAIIUEHTOK A€HOMHOMBI I10-
YeK MpoTeKaAu 0e3 ocaoxkHeHUi. ¥ 11 maimeHTOK
ObIAM [OBYCTOPOHHHMH, V 3 OOABHBIX — OIHOCTO-
porHUMH (puc. 10).

Pasmepsl ¥ KOAMYECTBO A€HOMHOM B IIOYKaX
KOPPEANPOBaAO C YaCTOTOH OCAOXKHeHUH, Haubo-
A€e TPO3HBIM H3 KOTOPBIX OBIAO KPOBOTEYEHHE,
BBIIBAEGHHOE y 1 mmarueHTKH (puc. 11).

OGcyxaenue.

AmMdaHTHOAEHOMHOMATO3 AETKHUX — OpdaH-
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Puc. 3 a (Fig. 3 a) Puc. 3 6 (Fig. 3 b)

Puc. 3 B (Fig. 3 c) Puc. 3 r (Fig. 3 d)

Puc. 3. a, 6 — KT opraHOB rpyAHOU NOAOCTH, AKCUAAbHAS MAOCKOCTb, B, I - OPIKT. MNauunenTtka C., 57
AeT.

a - HatmeHoe KT-UCCAEAOBAHUE; BbIBAIETCS ABYCTOPOHHEE YCUAEHWE MEPUADEPUIECKOTO AETOYHOTO UHTEPCTULIMS
(«MmOTOBOE CTEKAON) KAK B CYOMAEBPAAbBHBIX, TOK U B SAEPHbIX OTAEAQX C ODEMX CTOPOH, OLLEHUTb XAPAKTED M3MEHE-
HWUI HE MPEACTABASETCS BO3MOXKHbBIM.

6 - BPKT; M3MeHeHUs OBBICHIIOTCH HOAMYMEM MHOXECTBEHHbBIX MEAKMUX (A0 5 MM) BO3AYXOCOAEPXKALLMX TOHKOCTEH-
HbIX KMUCT.

B, I — OPIKT; OTMEYAIOTCS BbIPAXKEHHbIE NEPAOY3UOHHBIE HAPYLLEHUS: MPOTIKEHHbIE 30HbI TMNONepPdy3nm B 0BOUX
AETKMX, YHOCTKM anepdoy3mm B CYONAEBPAAbHbBIX OTAEAOX C ABYX CTOPOH.

Fig. 3. a, 6 - MSCT, chest, axial slice, B, r - SPECT. Patient S., 57 y.o.

a - in native CT scanning there is a bilateral strengthening of peripheral pulmonary interstitium (CT-picture of "ground
glass"), both in subpleural and nuclear departments on both sides, it is not possible to evaluate the nature of the
changes.

b - in HRCT there are changes due to the presence of multiple small (up to 5 mm) air-bearing thin-walled cysts.

c, d —in SPECT there are pronounced perfusion disorders: extended zones of hypoperfusion in both lungs, areas of
aperfusion in the subpleural sections from both sides.
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Puc. 4 a (Fig. 4 a) Puc. 4 6 (Fig. 4 b)

Puc. 4 8 (Fig. 4 c) Puc. 4 r (Fig. 4 d)

Puc. 4. a - B — KT opraHoB rpyAHOM MOAOCTU, AKCUAAbHASA NAOCKOCTb; I — MAT/KT. PazHoo6pasue o4aros B
A€Tro4HOM TKAHM NpK o4ddaroBon chopme AAM.

a - MaumeHTka A., 48 AeT. EAMHMYHbBIE O4ATM B AETOYHOM TKOIHM.
© — MNMaumeHTtka K., 44 rond. MHOXXECTBEHHbIE O4ArM B AETOYHOM TKAHM.
B, I — lNaumeHTtka B., 60 AeT. OTCYTCTBME 3AOKAYECTBEHHOTO METABOAM3IMA B O4ATAX Npm NpoBeaeHmm MIT-KT.

Fig. 4. a - ¢ — MSCI, chest, axial slice, d - PET-CT. Variety of focuses in the lung tissue with a focal LAM
form.

a - patient A., 48 y.o. Single focuses in the lung tissue.
b — patient K., 44 y.o. Multiple focuses in the lung tissue.

¢, d — patient B., 60 y.o. There is no malignant metabolism in them in PET-CT.
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Puc. 5 a (Fig. 5 a) Puc. 5 6 (Fig. 5 b)

Puc. 5 B (Fig. 5 c) Puc. 5 r (Fig. 5 d)

Puc. 5. a, 6 - KT opraHoB rpyAHOH NOAOCTHU, AKCUAABHAS MAOCKOCTb. B, T — KT opraHoB 6pIoLLHON MOAO-
CTU U MAAOFO Td3d.

MaumeHTka H., 58 AeT. TMCTOAOTMYECKM BEPUMULIMPOBAHHAS CMELLAHHAA doopma AAM. Oyarm (a), knucTel (6) B Ae-
FTO4YHOM TKOHM.

Ta e naumeHTka. HoBOOBPA30BAHME B 30AHEM CETMEHTE AEBOM MOYKM (AHTMOMMOAMMOMA) (B), COCTOSHME MOCAE
SKCTUPMALMKU MATKM B OHOMHE3€E, HOBOODPO30BAHME B KYAbTE MATKM (r).

Fig. 5. a, b - MSCT, chest, axial slice. ¢, d - MSCT, abdomen, axial slice.
Patient N., 58 y.o. Histologically verified mixed form of LAM. Focuses (a), cysts (b) in lung fissue.

Condition after history of extirpation of the uterus, neoplasm in the cult of the uterus (c), neoplasm in the posterior
segment of the left kidney (angiomyolipoma) (d).
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Puc. é a (Fig. 6 a) Puc. 6 6 (Fig. 6 b)

r
N

Puc. 6 B (Fig. 6 c)

.
-

Puc. 6 A (Fig. 6 e) Puc. 6 e (Fig. 6 f)

Puc. 6. a-r- KT opraHOB rpyAHON NOAOCTH, AKCUAABbHAS NAOCKOCTb. NMauuneHTka K., 48 aeT.
a, 6 - Ha KT ot 14.02.2017 r. BbIIBASETCS ABYCTOPOHHMM MHEBMOTOPAKC C MPU3HAKAMM YHOCTUYHOTO OCYMKOBAHMS.

B, I - Ha KT o1 03.11.2017 r. oTMedaeTcs OTPULLATEABHOS AMHOMMKA B BUAE YBEAMHEHUS KOAMYECTBA BO3AYXA B 0Oemx
MAEBPAAbHbBIX MOAOCTAX, HOPACTAHWS KOAAQOUPOBAHMA MPABOTO AETKOro, MOABAEHMS MPABOCTOPOHHEIO MTMAPOMHEB-
MOTOPAKCA.

A, € — KT opraHos 6ptoLHom noAoctr ot 03.11.2017 1., noSBAEHME CBOBOAHOIO ra3d U XXMAKOCTU B BPIOLLIHOM MOAOCTH.
MeXaHM13M OOPMMUPOBAHUA ACLIMTA M MOABAEHMS BO3AYXA B MOAOCTU OPIOLLIMHBI — MPOCAYUBAHME YEPES LLLEAM AAP-
pes B AMAOPArMe.

Fig. 6. a-d - MSCI, chest, axial slice. Patient K., 48 y.o.
a, b -in CT from 14.02.2012 there is a bilateral pneumothorax with signs of partial constipation.

c, d-in CT from 03.11.2017 - a negative dynamics in the increase in the amount of air in both pleural cavities, the
growth of collateral right lung, the appearance of right-sided hydropneumothorax.

e, f = CT, abdomen, from 03.11.2017 the appearance of free gas and fluid in the cavity of the perifoneum. The
mechanism of formation of ascites and the appearance of airin the cavity of the peritoneum is leakage through the
Larret cracks in the diaphragm.
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Puc. 7 a (Fig. 7 a) Puc. 7 6 (Fig. 7 b)

Puc. 7 B (Fig. 7 c)

G
sy

Puc. 7 A (Fig. 7 e) Puc.7 e (Fig. 7 f)

Puc. 7. KT opraHoB rpyAHOM MOAOCTH, AKCUAAbHAS NpoeKkuus. boabHas A., 27 AeT.

a, B, A - KT-uccaeaoBaHmsg ot 30.10.2012 r. KT-KQpTUHO ABYCTOPOHHETO PELMAMBUPYIOLLLETO XMAOTOPAKCA, CyONAEB-
POABHBIN MHAOUMABTDAT B HVMDKHEM AOAE MPABOro Aerkoro (a) — «thrombosis in situ», OCAOXHMBLLMIM NAEBPOAES, C €ro
MOAHBIM PETPECCOM K CAEAYIOLLLEMY KT-MCCAEAOBAHMIO.

6.1, e - KT-uccaeaoBaHmg o1 15.11.2012r.
Fig. 7. MSCT, chest, axial slice. Patient L. 27 y.o.

a, ¢, e - CT scan of 30.10.2012. CT picture of bilateral recurrent chylothorax, subpleural infilfration in the lower lobe of
the right lung (a) - "thrombosis in situ", which complicated pleurodesis, with its complete regression to the next CT
scan.

b,d, f-CTscan of 15.11.2012.
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Puc. 8 B (Fig. 8 c) Puc. 8 r (Fig. 8 d)

Puc. 8. a, 6 — KT opraHoB rpyAHOM NOAOCTU, AKCUAAbHASA MAOCKOCTb; B, I — KT opraHoB GpIOLLHON NOAO-
CTU, AKCUAABHAS NAOCKOCTb. NMauuneHTKka A., 48 Aer.

O - B AEro4HOM TKAHM TUMKMYHbIE MPOSBAEHUS AAM: MHOTOYUCAEHHBIE MEAKME TOHKOCTEHHbBIE BO3AYXCOAEPXKALLIME KM-
CTbl, PACTIOAOXKEHHbIE MPEUMYLLLECTBEHHO B SAEPHbIX OTAEAOX OBOUX AETKUX, ABYCTOPOHHUE MHTEPCTULIMAABHBIE M3-
MEHEHMUS B PE3YABTATE AMMADOCTA3A.

0, B, T - ONpeAeAIeTcs 3HAYUTEABHOE KOAMYECTBO XXMAKOCTM B MOAOCTU MEPUKAPAQ C CEMAPALIMEN ETO AUCTKOB AO
20 MM, B MAEBPAABHbIX MOAOCTIX C OBEUX CTOPOH, B MTOAOCTH BPIOLLIMHDI.

Fig. 8. a, b - MSCT, chest, axial slice. ¢, d - MSCT, abdomen, axial slice. Patient A., 48 y.o.

a —in the lung tissue there are typical manifestations of LAM: numerous small thin-walled air-containing cysts located
mainly in the peripheral zones of both lungs, bilateral interstitial changes as a result of lymphostasis.

b, c, d -in CT there is a significant amount of fluid in the pericardial cavity with the separation of its leaves up to 20
mm, in the pleural cavities on both sides, in the cavity of the peritoneum.
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Puc. 9 a (Fig. 9 a)

Puc. 9 6 (Fig. 9 b)

Puc. 9. KT opraHoB rpyAHOI NOAOCTH, AKCUAAbHAS MAOCKOCTb.

MaumeHtka C., 48 Aet. KT o1 15.07.2011 r. (a), KT ot 09.09.2013 r. (6). Perpecc AMMTPOCTA3A B XXMPOBOM KAETYATKE
CPEAOCTEHMUS U NPABOCTOPOHHETO XMAOTOPAKCA HA dooHe nprema mTOR (CUPAAMMYC).

Fig. 9. MSCT, chest, axial slice. Patient S., 48 y.o.

CT from 15.07.2011 (a), CT from 09/09/2013 (b). Regression of lymphostasis in the adipose tissue of the mediastinum
and right-sided chylothorax on the background of admission of the mTOR (siralimus).

Tabauma Nel. OCAOXKHEHHSI, BHISBACHHBIE IIPH NPOBEAEHHH AY4YEBBIX HCCA€AOBAHHH Yy
naunxueHToB ¢ AAM.
dopma Yucno | Jleno- | Ocaox- ITmeBmo- | Xwito- Jr Jlumdoc-
001b- MHOMBI | HEHHUS TOpaKc TpaKc Ta3
HBIX
JAuddy3nas 65 40 50 50 15 16 8
1 rpynna - eauany- | 14 3 10 10
HBIC KACTHI
2 rpynna - MHOXe- | 13 7 10 10 4 4 2
CTBEHHBIE KPYITHbIE
KHCTBI
3 rpymnma - MHOXe- | 38 30 30 30 11 12 6
CTBEHHBIE MEJIKHE
KHCTBI
CMmemanHasn 4 2 2 2 1
Y3nosas 14 10 2 - 2 1
Bcero 83 52 54 52 16 18 9
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Puc. 10 a (Fig. 10 a) Puc. 10 6 (Fig. 10 b)

Puc. 10. KT opraHos rpyaHou (a) u 6piowiHomn (6) noaocTu. MaumnenTtka E., 37 AeT. CuHApomM AAM npu reHeTH4ECKH
BepUdULLUPOBAHHOM TyGEpPO3HOM CKAEpo3e.

A - MHOXECTBEHHbIE MEAKME KUCTbl B AETOYHOM MAPEHXMME, MPABOCTOPOHHUM XMAOTOPAKC.
6 - FeTepOoreHHble MO NAOTHOCTH, PA3AMYHBIE MO PAZMEPAM OBPA30BAHMS B MAPEHXMAME OBOMUX MOYEK — AEHOMUOMBI.

Fig. 10. MSCT, chest (a) and abdomen (b), axial slice. Patient E., 37 y.o. LAM syndrome in genetically verified tuberous
sclerosis.

a - there are multiple small cysts in the pulmonary parenchyma, right-sided chylothorax,

0 - heterogeneous in density, different in size in the parenchyma of both kidneys - leiomyomas.

A L"’J‘

Puc. 11 a (Fig. 11 a)

Puc. 11 B (Fig. 11 ¢) Puc. 11 r (Fig. 11 d)

Puc. 11. KT opraHoB rpyAHo# (a) u 6ptoLuHoi (6 — r) noanocTu. boabHas C., 27 AeT.
a - MHOXXECTBEHHbIE MEAKME KUCTbI B AETOYHOM NnapeHxme.

6 - MHOXECTBEHHbIE AEMOMMOMbI B MEYEHU U B MOYKAX — PAHOKAAMBEPHbIE OBPA30BAHUS FETEPOrEHHOM CTPYKTYPbI C BKAIOYEHMS-
MM, UMEIOLLIMMM MAOTHOCTHbIE MOKA3ATEAM XMPA.

B, I - CyDKANCYAIPHO B A€BOM MOYKE YHOACTOK AEHTOBUMAHOM COOPMBI, TETEPOrEHHOM CTPYKTYPbI (C BKAIOHEHWIMM MOBbILLEHHOW BoAee
+60HU 1 MOHWXXEHHOM MAOTHOCTH) — CYOKAMCYAIPHAS rEMATOMA.

Fig. 11. MSCT, chest (a) and abdomen (b-d), axial slice. Patient S., 27 y.o.
a - there are multiple small cysts in the pulmonary parenchyma,

6 - mulfiple leiomyomas in the liver and in the kidneys - heterogeneous structures of a heterogeneous structure, with inclusions hav-
ing density parameters of fat.

B, I - subcapsular in the left kidney is a portion of a ribbon-shaped, heterogeneous structure (with inclusions of increased - more than
+60HU and reduced denisity) - subcapsular hematoma.
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Hoe 3aboaeBaHHe, KAHMHHKO-AY4YEBBIE ITPH3HAKH
KOTOPOI'0O CAOXKHO OLEHHUTH B BHIAY €ro penkoH
BcTpedaeMocTu. IlposBaenua AAM B aAeroyHoit
TKaHM JOCTATOYHO XOPOIIO H3y4YeHbI B paMKax Ty-
6epo3HOr0 CKAEPO3a, OJHAKO cropamudeckuii AAM
BBI3BIBAET MHOTO BOIIPOCOB U TpebyeT obcyxme-
HHU4.

3aboaeBaHNe IIPOSABAFETCH (POPMUPOBAHUEM
TOHKOCTEHHBIX BO3IyXOCOAEPIKAIIUX KHCT B Ae€-
TOYHOH TKaHU, HE BBIIBAGEMBIX IIPU IIPOBEAECHHUHU
TPaIHUIIOHHOTO PEHTTEHOAOTHYECKOI'O0 HCCAEI0Ba-
HUG B BHAY HH3KOH PEHTIE€HOBCKOH IIAOTHOCTH
n3menenuii. [Ipumenenne KT c mcrnoap3zoBaHmeM
OOABIIION TOAIIMHEBI Cpe3a TaKKe He MOTAO TPAaKTO-
BaTh 3TH HaXOIKH, OIIHCBIBas KapTHUHY [ABYCTO-
POHHHX HHTEPCTHUIIMAABHBIX U3MEHEHHH («MaToBO-
Iro CTEKAQ», 34 CYET Yero 3aboseBaHHe U OBIAO OT-
HECEHO K I'pyIIle MHTEPCTHUIINAABHBIX IIPOIIECCOB),
KOTOpBIE, OAHAKO, Yallle BCETO OBIAM 00YCAOBAEHBI
KOMIIPECCHEN KHUCTaMH COXPAHEHHOU AETOYHOM
TRaHu. llupokoe BHenpenne BPKT mo3BoAMAO BBI-
ABAATH TOHKOCTEHHBIe KHCTHI IIpH ANAM u xapak-
TEPHU30BaTh HX PAaCIIOAOKEHHE, COHAEPKHUMOE,
CTEHKY, a TaKiKe COCTOSHHE OKpyzKarolled, da-
CTUYHO KOMIIPEMHUPOBAHHOH HMH, AETOYHOH TKa-
HH.

AAM - Tazkeaoe 3aboaeBaHUE KEHIIIUH IETO-
poAHOrO BoO3pacTa, HMelollee HeOAaronpHUITHBIN
nporHo3. TeMm BaskHee BBIIEAUTHb KOMIIBIOTEPHO-
TOMOTpaHUIecKHe IPU3HAKH (TaK KaK HCCAEI0Ba-
HHE OTHOCHTEABHO 0e30IIacHO), II03BOALIOIINE
OLIEHHUTH IIPOTHO3 U KOPPEKTHPOBAThH A€UEHUE, YTO
CTaAO OCOOEHHO BasKHO C ITOSBA€HHEM BO3MOZKHO-
CTU IIPOBENEHUS 3THOIIATOI€HETHYECKON Tepaluu.
B cBa3u ¢ 9THM, OeAeHHEe NAIHEHTOK Ha TIPYIIIEBI,
HMeolHe XapaKTepHbIe KAWHHUKO-
yHKIIMOHaABHbIE OCOOEHHOCTH ITPOsIBAEHUS 3a00-
A€BaHUs, IIPEACTABAIETCS aKTYaAbBHBIM.

Anaamn3 pe3yAbTaTOB OOCAEIOBAHUS IIAITHEH-
TOK 1 I'pynmsbl (C eJUHHUYHBIMH MEAKHMH KHCTaMH
B AeTOYHO# TKaHU npu mnpoBeneHuu BPKT) He BbI-
ABHA CYLIECTBEHHBIX IIep(y3HOHHBIX HapyIIeHUH
npu npoBeneHuu ODPOKT, omHaKo IIPU BBIIIOAHE-
HHUM KOMIIAEKCHOTO HCCA€IOBaHUS  (PYyHKIIUH
BHEIIIHETO [bIXaHUd Y OOABHBIX 3TOH T'PYIIBI BBI-
ABASIAVICH ITPOSIBAEHUS OPOHXHUAABHOH OOCTPYKIIHH.

[MTanueHnTKH 2 TpPyHIbl (C MHOXKECTBEHHBIMH
KPYIIHBIMH KHCTaMH) AEMOHCTPUPOBAAU IIPH IIPO-
Benenuu ODIKT yuacTtru amepdy3uu, COOTBET-
CTBYIOIIIMIE aHATOMHUYECKOH AOKAaAW3allUM KHCT, B
To BpeMda Kak KVPB/I BbIIBAGAO ¥ HUX COUeTaHUE
OpPOHXMAABHON OOCTPYKIIMM C YMEPEHHBIMU OUd-
Py3MOHHBIMH HaPYIIEHUIMH.

Boabeble 3 rpynmbl (C MHOXKECTBEHHBIMHU
MEAKHMH KHCTaMH) IIPeCTaBASIAN Hanuboaee TaKe-
Ayt rpynny: npu npoBeaeHun ODPOKT y HUX OT-
MeYaAHCh BBbIpaKeHHbIe IIep(y3HOHHbIE Hapylle-
HUS: IIPOTSAKEHHBIE 30HBI THUITONEePdY3HUU B 000UX
AETKHUX, y4acTKHU arnepdy3uu B CyOIIA€BPaAbHBIX
oTAeAax C ABYX CTOPOH, 10 pe3yabraraM KUPB/I y
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9TOH TpPyNNbl IAIIMEHTOK BBIIBASIAHUCE OOCTPYK-
THUBHbIE HapyIlIeHHd MEXaHUKH IbIXaHUS C PE3KHUM
CHMZKEHHEM Tra3000MeHa B AETKHX (CHHXKEHHE
XKEA, O®PB1, nudpdy3uoHHOH CIOCOOGHOCTH A€T-
KUX).

3apyOezKHbIe KOAAETH HE OTHOCAT Y3AOBBIE
AEHOMHOMBI AE€TKHUX K AMM@aHTHoAeHOMHOMAaTOo3y,
obo3HaYad MX KaK MHOXKECTBEHHbIe mqobpokade-
CTBEHHBIE Ae€TOYHBIe AetiommoMmbl (multyple bening
pulmonary leiomyoms) wnAm MeTacTa3uUpPyIOIIIE
Aetiomuombl MaTKu. OHAKO Kak npu audy3HOH,
TaK W IIpH y3a0Bo#d dopme AAM oTMEYaAHCH I10-
AOKHUTEABHbIE HMMYHOTHCTOHMMHYECKHE TECTBI C
MOHOKAOHAaABHBIMHU aHTHUTeraMu HMB-45, ¢ akTu-
HOM, IECMHHOM, 3CTPOTE€HOM, IIPOreCTEPOHOM, YTO
OBIAO OTMEYEeHO W ApyruMu aBTopamu [13]. Ymo-
MSHyTOE€ BBIIIE M HaAWYHE CMENIaHHBIX (OpM,
UMEIOIUX KaK TUIINYHbIE KUCTBI, TaK U TUIIUYHbIE
Y3ABI IIO3BOAFIOT IIPEIIIOAOKHUTH €IUHYIO IIPHPOLY
Iporecca, 4TO IIOATBEPXKIAETCS CXOXKHUMHU (PYHK-
IHMOHAABHBIMH XapaKTePHUCTHKAaMH, BBIIBASIEMbIMHU
npu KUPB/ u ODPSKT. Bo3MoOKHO, HOSIBAECHUE
pasubix ¢dopM AAM cBsg3aHO C IIpeobramaHuEM
npoaudepaliiil rAaIKOMBIIIEYHBIX KAETOK B CTEH-
Kax aum@aTtudeckux (npu auddy3Hod dopme),
AM00 KPOBEHOCHBIX (IIPH y3A0BOM (popMe) COCyIoB,
BeOyIUX KaK K Pa3HOU AydeBOM CEMHOTHKE, TaK U
KAUHHUYECKHM IIPOSBACHUS U UX OOBEIWHEHUIO B
CMeINIaHHOU hopMe.

Pa3Ho0Opa3HbIfl CIIEKTP AETOYHBIX OCAOKHE-
HUH 3a00AeBaHUA BKAIOYAA KaK IIATTEPHBI, H3-
BECTHbIE paHee M HEOAHOKPATHO OIIMCaHHBIE B
OPYTHUX AUTEPATypPHBIX HCTOYHHKAX (IIHEBMOTO-
pakc, xumaoropakc, A, aAerodHoe KpoBOTeUEHHE),
TaK U IIPOSBAECHUS AUM@OCTa3a B AETOYHOH TKaHH,
perpecc KoToporo HalOaonmascsas Ha (OHe ITHO-
TPOIIHOH Teparnuu (CHPasuMYyC).

BHeropakaabHble  H3MEHEHHUS  BKAIOYAAU
AEHOMHOMBI MaTKH, IIO4YEK, IIe4eHH, BHEOPTaHHbIEe
AEHOMMOMBI, pasMephl U XapaKTep KOTOPBIX MOTAU
MEHSThCH Ha (poHE IIPOBOAUMOM Tepallly U ee OT-
MEHBI.

BriBogrr.

[IpumeHeHHneE KOMIIAEKCHOT'O KAWHHKO-
Ay4eBoro obcaeoBaHHS II03BOASET BBIIBHUTH IIPU-
3gaku AAM Ha paHHHX cTaguax 3aboaeBaHUS, B
HEKOTOPBIX CAydasdx wu30exkaTb IPUMEHEHHUS XU-
PYPTHYECKOH OHOIICHH, CBS3aHHOH C BBICOKHUM
PHCKOM OCAOXKHEHHH. BrimeaeHue pasAWYHBIX Ba-
praHTOB TedeHHs AAM Ha OCHOBaHHH OCOOEHHO-
cret KT-kKapTWHBI, KOTOpPbIE KOPPEAHUPYIOT C
(PYHKIIMOHAABHBIMH ~ HapPYIIEHUSMH, I[103BOASET
paszpabateiBaTh AUPPEPEHIINPOBAHHBIE IT0AXO0bI
A€4eOHON TAaKTHKHU U OIIpeeAeHU IIPOTHO3a 3a00-
A€BaHUS.

HcTouyHUK (PHHAHCHPOBAHHS H KOH(PAHKT
HHTEPECOB.

ABTOpPEI MaHHOW CTATBbU IOATBEPIAHAH OTCYT-
cTBHE (PHUHAHCOBOM MOANEPKKHU HCCAEIOBAHUS U
KOH(AHKTA HHTEPECOB, O KOTOPBIX HEOOXOINMO
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