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OPUTUHAIJIBHAA CTATHA

AWHAMUKA KAUHUKO-AYHEBDBIX NPOSBAEHWUMA
AMMPAHTUOAEUOMUOMATO3A AETKUX (AAM) NMPU AAUTEABHOM
HABAIOAEHUU

Amocos B.M., BacmabeBa M.A., Hosmkosa A.H., CnepaHckasd A.A., bapaHosa O.[1.,
Azaasya A.B., AradgpoHos A.O.

eAb HccAemoBaHHA. AuMmdanruosetiomuomarod (AAM) — opdanHoe 3aboseBaHUeE,
OCOOEHHOCTH TEYEHHUd KOTOPOIO IIPU JAHUTEABHOM HAOAIOIEHUHM [aIlUeHTOB HE
u3ydeHbl. [IprMeHeHHe pa3AMYHBIX METOOB Ay4YeBOH (KOMIIBIOTEPHOM TOMoOrpa-
dun (KT), Bricorkopaspemaromnesi KT (BPKT), KT-anruorpadpuu, omHODOTOHHO-
SMHCCHOHHOH KoOMIIbIOTepHOH ToMorpacguu (ODPIOKT), mo3uTpoHHO-3MHUCCHOHHOH KOMIIBIO-
TepHOo ToMorpadumu ([I9T-KT) u dyurumonaasrHoit (OPOKT), KOMIIAEKCHOE HCCAEIOBAHHE
¢dyukimu BHelrHero abixadus (KM®B/I) AUarHOCTUKH IT03BOASET BBISBUTH U OLIEHUTH B IU-
HaMHUKe CIIEKTP TOPAKaAbHBIX M BHETOPAKAABHBIX U3MEHEHHH IIPU 3TOM 3a00A€BAHUU.

OLeHUTHL KAMHHUKO-Ay4Y€eBble OCOOEHHOCTH TOPAKAABHBIX M BHETOPAKaABHBIX H3MEHe-
HUH IIpHU AUHAMHWYECKOM HaOAIOQEHUU MHAIIUEHTOB ¢ AUM(aHIHOACHOMHOMATO30M.

MarTepHaabl H MeTOAbI. B riccaeioBaHue BKAIOYEHO 83 GOABHBIX C MOP(OAOTHYIECKHU
noarBepxkAeHHBIM AAM. CpenHuii Bo3pacT 60ABHBIX coctaBuA 42,2+6,3 roxa (3k/m — 83/0).
B KOMITA€KCHOM O0OCA€IOBAHHUU ITAIIMEHTOB IIPUMEHIAUCH KAMHUYECKHE, AydeBble U (DYHKIIU-
OHAABHBIE METOZbI HCCAENOBaHULA: peHTreHorpadud B AByxX npoeknusx, KT, BPKT, ODOKT.
[Ipu HEeoOxoaUMOCTH BBIIOAHSAUCH KT-aHruorpadus — y 43 6oabHbIX, [I9T-KT -y 7 narueH-
TOB. Takske marueHTaM OBIAO BBIIIOAHEHO KOMIIAEKCHOE HCCA€LOBaHHE (PYHKIIMU BHEITHETO
neixanug (KMPB/) u sxokapauorpadus. BoabHble HabOAIOZAAWCE B AUHAMHKE (IE€PHOL
HabarogeHuda 6,1+4,2 romga).

PesyabpTaThl. AHaAN3 PE3YABTATOB KAMHUYECKOTO M AyYE€BOTI'0 HMCCAEIOBaHUS BBIIBHUA
CAEYIOIFe BaPHUAHTHI A€TOYHBIX HposiBAeHUY AAM: y3aoBas dpopma BepudunuposaHa y 14
60AbHBIX, nuddy3Has — y 65 OOABPHBIX U CMeNIaHHAd — y 4 marueHToB. [lanumeHTsl ¢ gud-
dy3HOU popMmoii Ob1AH pasmeseHEI 10 AydeBoil KaptuHe (KT) Ha 3 rpynnel. 1 rpymnmna — ¢ equ-
HUYHBIMH MEAKUMH KUcTaMu (14 mamueHTOK), Ipu nepBUYHOM ItpoBeneHuu OPOKT y nmamu-
€HTOK 3TOH Tpynnbl He OBIAO BBIIBACHO 3HAYHMBIX NEeP(PY3HOHHBIX HAPYIIIEHUH, IIPU BBHIIOA-
"HeHun KH®B/l y 60ABHBIX 9TOH Tpynmbl (DYHKIIMOHAABHBIE HAPYIIEHHS OTCYTCTBOBAAHU HAU
OBIAM MHHHMAABHBIMH, IIPEUMYIIIECTBEHHO 3a CYeT YXYAIIEHHsS YCAOBHM razoobmMena. [as 1
TpyIIEl He OBIAO XapaKTepPHO HAAWYHE BHETOPAKaABHBLIX HposBaeHUM NAM. Y nByxX mamueH-
TOK 1 IpyIIBI OTMEYAAOCH OBICTPOE HAapacCTaHUE YHUCAA KUCT C (POPMUPOBAHUEM KAMHHKO-
AY4EBOM KapTHHBI, XapaKTepHOH masd O0ABHBIX 3 TpyHibl. Bropylo rpymnmny cocraBuau 13 ma-
IIMEHTOK C MHOXKECTBEHHBIMU KPYIHBIMU KuctaMu. [Ipu npoBenenuu OPOKT pmag maimeH-
TOK BTOPOM TI'PYIIIBEI OBIAO XapaKTEPHO HAAHYHE, IIPEUMYIIECTBEHHO B IIPUKOPHEBBIX OTZE-
AaX, YIaCTKOB anepdy3uy, COOTBETCTBYIOIINX aHATOMHUYECKON aoKaam3armu kKuct, KUDPB/]
BBISIBASIAO IIPOSIBA€HUS PE3KO BBIPAXKEHHON OPOHXMAABHOM OOCTPYKIIMU B COYETAHUHU C yMe-
PEHHBIMHU HMAW 3HAYHUTEABHBIMU AHUQPPY3UOHHBIMU HapyIleHUIMHU. [Iagd GOABHBIX 3TOH TPYyII-
Obl OBIAO XapaKTEPHO MEOACHHOE, HEYKAOHHOE HapacTaHUe H3MeHeHHH. [Ipu mpoBemeHUU
Teparuy CUPOAUMYCOM y 4 OOABHBIX 3TOH T'PYIIIBI BBISIBASACH YaCTHYHBIN perpecc AUMdOC-
Tasza B KAETYATOYHBIX ITPOCTPAHCTBAX U B A€TOYHOM TKaHH, YACTUYHBIM PErpecc XUAOTOpPaK-
ca, XHUAE3HOTO acCliuTa, YaCTUYHOE VAyYIlleHHe (PYHKIIMOHAABHBIX IIoKasaTesedi. Tperbsa
TpyIa — C MHOXKECTBEHHBIMHU MEAKHMMH KHCTaMU (38 maiueHTOK) UMeAa camoe Hebaaronmpu-
artHoe TedeHue: n1pu npoBeneHUH ODOKT y GOABHBIX 3TOM T'PYIIIBI OTMEYAAHUCEH BBIPasKEHHbBIE
nepdy3uOHHbIE HAPYILIEHUS: MPOTIKEHHbIE 30HBI TUIIONEP(PY3UU B O000UX AETKHX, YIACTKHU
arepdy3un B CyOIIAEBPAABHBIX OTHAEAAX C ABYX CcTOopoH. Ilo pesyarraram KU®PB/I y marmeH-
TOK OTOU I'PYHIIBI BBIIBASAUCH CMEIIIaHHbIE HAPYIIEHNUd MEXaHUKH ObIXaHUS C PE3KUM YXy -
IIIEHHEM YCAOBHH raszooOMeHa B AeTKHX. [Ipu nuHammdeckoM HabaromeHuu B 31 % caydaes
(12 GOABHBIX) OTMEYAAOCH IIPOTPECCUPOBAHUE IIPOIIECCa, YaCThIe H TAXKeAble er0 000CTPEeHHS.
[Ipu TpoBeAEHUN TEPAIIHU CUPOAUMYCOM y 7 OOABHBIX 3TOU TPYIIIIEI BBHISIBASACH YaCTHYIHBIH
perpecc auMdocTasa B KAETIYATOYHBIX IIPOCTPAHCTBAX M B A€TOYHON TKaHM, YaCTUYHBIN pe-
IpecC XMAOTOPAaKCa, XMAE3HOIO IIEPHUKapANTA, XMAE3HOIO acluTa, YacCTUYHOE YAyYIIIeHHE
PYHKIIMOHAABHBIX IToKazateseii. OcaoxkHeHHs 3a00A€BaHUSA OIIPEACAIAUCH Y OOABIIIHHCTBA
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namyeHToK (54 60AbHBIX — 63 %): ITHEBMOTOPAKC — y 52 ITaIlHEeHTOK, XHUAOTOPaKC —y 16 6oAb-
HBIX, AETOYHAsd TUIIEPTEH3Us — Y 18 IIarmeHToK, AeroOYHOe KPOBOTEYeHHe - V 2 OOABHBIX, IIPO-
aBAeHHus auMdocTasa —y 9 00ABHBEIX. BHeTOpakaabHbIe N3MEHEHUS ObIAU BBIIBAEHBI y 52 I1a-
UEHTOB: AEHOMUOMEBI I104YeK Yy 14 ITanueHToK, Aefo- 1 (PUOPOMHUOMEI MaTKU — y 27 OOABHBIX,
nedyeH" — y 3 OOABHBIX, BHEOPTaHHbIE AeHOMHUOMEI — ¥ 16 manuesToK. KomopOunHble mrporec-
CBI OIIPENEASTIANCE ¥ 25 OOABHBIX: aABBEOAIPHO-UHTEPCTUIINAABHBINA OTEK AETKHUX (B pe3yAbTa-
Te cepaedHoir HemoctaTodHocTU uAu P/C — y 4 manmeHTok), TOAA (y 11 GOABHBIX), TIPUCO-
equHeHHe BocraseHUd (y 10 OOABHEIX).

BeiBoabl. HakomaeHre ombITa KAMHHKO-AY4Ye€BOTO obcaenoBaHUS 00ABHBIX AAM 1103-
BOASIET OLIEHUTH NUHAMUKY €TI0 TOPaKaAbHBIX U BHETOPAKaABHBIX AYYEBBIX ITPOSIBAEHUH, KO-
MOPOMUIOHBIX ITPOLIECCOB, BBIAEAUTH HebaarompuaTHble (opMmbl TedeHud AAM, ompeneAuTsb
OCAOXKHEHHUSI U KOMOPOHIHBIE IIPOIIECCHI, MMEIOIlFe 3HA4YEeHUE OAS TAKTHUKH BeNEeHUS ITHUX
OOABHBIX.

KaroueBEble caOBa: KOMIIBIOTEpHAs ToMorpadus, aumdanruoseiomromaros (AAM), ae-
4eHHe.
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CLINICAL - RADIOLOGICAL FEATURES OF LUNG'S
LYMPHANGIOLEIOMYOMATOSIS IN LONG-TERM FOLLOW-UP

Amosov V.., Vasilieva M.A., Novikova L.N., Speranskaia A. A., Baranova O.P,
Dzadzua D.V., Agafonov A.O.

urpose. Lymphangioleiomyomatosis (LAM) is an orphan disease the long follow up

of patients have not been studied. The use of various methods of radiological inves-

tigation (computed tomography (CT), high-resolution CT (HRCT), CT angiography,
single-photon emission computed tomography (SPECT), positron emission computed tomog-
raphy (PET-CT) and functional (SPECT, complex lung function examination) diagnostics al-
lows to identify and evaluate the dynamics of the spectrum of thoracic and extra- thoracic
changes in this disease.

To assess the clinical and radiological investigation of thoracic and extra- thoracic
changes in the dynamic observation of patients with LAM.

Materials and methods. The study included 83 patients with morphologically con-
firmed LAM. The average age of patients was 42.2 = 6.3 years (w / m - 83/0). Clinical, radio-
logical investigation and functional methods were used in the complex examination of pa-
tients: X-ray in two projections, CT, HRCT, SPECT. If necessary, CT angiography was per-
formed in 43 patients, PET-CT in 7 patients. Also patients underwent a complex lung func-
tion examination (CLFE) and echocardiography. Patients were observed in the dynamics (ob-
servation period 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. Patients with a diffuse form were
divided according CT features into 3 groups. I group - with single small cysts (14 patients),
at primary SPECT in the patients of this group were no significant perfusion abnormalities,
in the performance of CLFE in patients of this group, functional disturbances were absent
or minimal, mainly due to deterioration of gas exchange conditions. For the I group, the
presence of extra-thoracic manifestations of LAM was not noted. In 2 patients of first group
there was a rapid increase of cysts number with the formation clinical and X-ray pattern
identical for patients in third group. The second group consisted of 13 patients with multiple
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large cysts. In the SPECT for patients of the second group, presence of predominantly in the
basal regions, aperfusion sites, corresponding with anatomical localization of cysts, CLFE
revealed manifestations of severe bronchial obstruction in combination with moderate or
significant diffusion disorders. Patients of this group were characterized by a slow, steady
increase of changes. In the treatment of sirolimusum in 4 patients of this group, partial re-
gression of lymphostasis in lung tissue was revealed, partial regression of chylothorax, chy-
lous ascites, partial improvement of functional indices. The third group - with multiple small
cysts (38 patients) had the most unfavorable course: during SPECT in patients of this group,
pronounced perfusion disorders were noted: extended zones of hypoperfusion in both lungs,
aperfusion sites in the subpleural sections from two sides. According to the results of CLFE,
patients of this group had mixed disorders of respiratory mechanics with a sharp deteriora-
tion in the conditions of gas exchange in the lungs. The follow up in 31% of cases (12 pa-
tients) showed progression of the process, frequent and severe exacerbations. During the
treatment with sirolimusum, 7 patients of this group showed partial regression of lymphos-
tasis in lung tissue, partial regression of chylothorax, chylous pericarditis, chylous ascites,
partial improvement of functional parameters. 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, uterus fibroma and leiomyoma in 27 patients, liver in 3 patients,
and extraorganic leiomyomas in 16 patients. Comorbid processes were defined in 25 pa-
tients: alveolar-interstitial pulmonary edema (as a result of heart failure or RDS in 4 pa-
tients), pulmonary embolism (in 11 patients), inflammation (in 10 patients).

Conclusions. The accumulation of experience in clinical - radiological features of
LAM patients allows to evaluate the dynamics of its thoracical and extra-thoracical manifes-
tations, comorbid processes, to identify unfavorable forms of LAM flow, to identify complica-
tions and comorbid processes that are important for the management of these patients.
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uMmdanruosetiomromaros (AAM) - op-
anHOE  3aboAeBaHMeE,  IIOpazKalollee

BretopakaabHble n3mMeHeHUs npu AAM npo-
ABAAIOTCS 00pa3oBaHMEM KaK OpPTraHHBIX (MaTKa,

KEHIIUH JeTOPOAHOI0 Bo3pacTa U Xapak-

TepH3yIollleecd KHCTO3HOM TpaHcdopma-
e aAerogHol napeHxumsl [1, 2, 3]. PopmupoBa-
HHE KHCT B A€TOYHOH TKaHU IIPUBOAUT K IIPOrpec-
CHUPYIOLIEMY  HApPYLIEHUIO  MHKPOLUPKYAdIINH,
BO3HHKHOBEHUIO PELUAWBUPYIOUIUX I[THEBMOTO-
PakKkcoB, Pa3BUTHUIO AETOYHOM TUIEPTEH3HUH, U
YXYALIEHUIO OOIIETO COCTOSHUS IallueHToB [1, 2,
3]. XapakTepHbIMH IposaBAeHUAMH NAM gaBAagiOTCSH
XUAE3HbIE€ IIAEBPaAbHBIE U II€pPUKaApPANAABHBIE BBI-
IIOTHI, XUAE€3HBIH acuut [1, 2, 3, 4].

[To MexnyHapooHbIM peKoMeHaanuaMm ERS
(2010, 2016), aT0 3aboAreBaHHE OTHOCUTCH K pPe-
KHM PeHETHYEeCKH NeTePMHUHUPOBAHHBIM OILyXOA€-
BbIM IIpolieccaM [6, 7]. B oTedecTBEHHON KaacCH-
dukaimn AAM OTHOCHTCH K HHTEPCTHIHAABHBIM
3a00A€BAHUAM AETKHX U BXOAUT B HOATPYIILY Ae-
TOYHBIX JUCCEMHUHAIIUY OIIyXO0A€BOM Ipupoas! [1].
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IIOYKHM, II€Y€Hb), TaK U BHEOTPAHHBIX AE€HOMMOM,
KOTOPBbIE MOT'YyT BHOCHTBH CYLIECTBEHHBIM BKAal B
KAUHHUYECKYI0O KapTUHY U BAUATDH Ha IIPOTHO3 3ab0-
aeBanudg [1, 2, 3, 6, 7].

Jaq OLIEHKH AUHAMHUKH TOPaKaAbHBIX U BHE-
TOPaKaAbHBIX M3MEeHEHUU npu AAM HCHOAB3YIOTCH
pa3AUYHBbIE METOABI KaK AYy4YEBOM (KOMIIBIOTEPHOH
Tomorpacgpumu, BPKT, KT-aurmorpacdus, ODPOKT,
[I9T-KT) Tak u dyHKIUHoHaABHOH (OPIKT, KU-
®B/l) 1arHOCTHUKH, KOTOPbIE II03BOASIOT BBIIBUTH
U OLEHUTH B AWHaAMHUKE CIEKTP TOpPaKaAbHBIX U
BHETOPAKAABHBIX U3MEHEHHUH IIPU 9TOM 3aboareBa-
HUU, OAHAKO IIOAHOCTBIO OHU He M3y4deHEI [1, 2, 3,
8,9, 10].

BBunay opdanHOCTH 3a00A€BaHUs, B AUTEPA-
TYPHBIX HCTOYHHKAaX HET IIOAHOM OLIEHKH PE3YAb-
TaToB AcdeHUuss AAM, B TOM 4YHCAe HpeHnaparamiu
sTHonaroreHernyeckod teparmnu (mTOR - cupa-
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AMIMYC, 3BE€PaAHMMYyC), YTO OeAaeT H3ydeHHe ITOH
npobaeMbl KpaliHe BaxKHBIM [11].

Ilear wuccaemoBaHuda. OIEHHUTL KAMHHKO-
AydUeBBIe OCOOEHHOCTH TOpPAKaABHBIX M BHETOpAa-
KaABHBIX W3MEHEHUH IIPHU AUHAMHYECKOM HabAIO-
IEeHUHU ranueHToB ¢ AAM.

Marepuaarl u metronsl. C 2005 o 2017 1. B
HWMY uHTEepCTHUIIMAABHBIX U Op¢paHHBIX 3aboseBa-
HHMM AeTKUX Habamomasuchk 83 6oabHBEIX AAM, uMme-
IOIIUX THCTOAOTHYECKOE€ U HMMYHOTI'HCTOXHUMHYeE-
CKOe TIOATBepxKAeHue 3aboseBaHuda. CpenHuii Bo3-
pacT 6GoABHBIX coctaBaga 42,216,3 roma (K/M —
83/0). [Iag mUarHOCTUKHU HCIOAB30BAAUCH KAHUHU-
YeCKHE U Ay4eBble METOIbl NCCAEIOBaHHL: PEHTTe-
Horpadud OpraHOB I'PYAHOH KAETKH B ABYX IIPO-
exkiuax, KT, BPKT, O®OKT. I[Ipu HeoOXOOUMOCTH
BBITIOAHSAUCH: KT-auruorpadusa — y 43 GOABHBIX,
[MI9T-KT - y 7 mamuenToB. [Ipm oTCyTCTBHUM HPO-
THUBOIIOKA3aHUN [allMeHTKaM OBIAO BBIITOAHEHO
KV®B/l u OXO-kapmumorpadud. Bce mnamueHTHI
HaOAIOIaANCH B AUHAMHUKE (DAUTEABHOCTH HaOAIO-
nenusd 6,1+4,2 roaa).

PeayabTaTel mccaemoBaHUS. AHAAW3 PE3yAb-
TaTOB HCCAEIOBAHUS BBISIBHA CAELYyIOIINE BapHaH-
Thl AETOYHBIX IIpogBAeHHE AAM: y3aoBag dopma
BepuduimpoBana y 14 60ApHBIX, 1uddy3Has y 65
OOABHBIX U CMeIllaHHasa y 4 IalieHTOK.

[MamuenTe! ¢ gudpdysHot popmoii ObIAU pas-
neaeHbl 110 AydeBo# kaptuHe (KT) ma 3 rpynoer: 1
TpyIma — ¢ HaAW4YHeM eOUHWYHBIX MEAKHX KHCT
(14 manmeHTOK), 2 TIpynmna — MHOXKECTBEHHBIE
KpyTHbIe KUCTHI (13 GOABHBIX), 3 TpyIIla — MHOXKeE-
CTBEHHBIE MeAKHEe KUCTHI (38 OOABHBIX).

TeueHue 3aboseBaHUs V GOABHBIX 1 TpYIIIBI
XapaKTepHU30BaAOCh paszHooOpasueM. B GoAbIIMH-
CTBe cAy4YaeB HalOAofasach crabumamsarnus IIpo-
necca (12 manmueHTOK). Y Tpex HAIlMeHTOK H3 IIep-
BOM TI'PyNNbl BBISBASAUCH A€HOMHOMBI IIOYeK, 0e3
YBEAHYEHHS pPa3MepoB 3a IIEPHOL AHHaAMHYECKOI'O
Habaronenusa. [IpucoenmuHenne TOAA OBIAO BBIIB-
AeHO v 1 GoabHOM. Ha pamHHX cTanuax 3aboaseBa-
HUY BBIPAKEHHBIX (PYHKIIMOHAABHBIX H3MEHEHUH
(KNPBA, OPSKT) y nanueHTOB 9TOH T'PYHIIbI BBI-
SIBACHO He OBIAO.

Y 2 mammeHTOK OTMeYaAoCh HapacTaHHe KO-
AWYEeCTBa KHCT C (POPMHPOBAHHEM KAWHHKO-
AYy4EBOM KapTHHBI, XapaKTepPHOU naad OOABHBIX 3
rpynmnsl (puc. 1).

TeueHue 3aboaeBaHUA y MAIIUEHTOB BTOPOH
TpynIsl ObIA0 MeHee CTaOHABHBIM, YeM B 1 rpymie.
Y 6 0oABHBIX BTOpPOM Trpynmbl (46%) ommpeneasAoCh
HapacTaHHe 4YHCcAa KHCT, yXyAlleHHue Iepdy3HOH-
HBIX IIOKasaTeAel, codeTaHHe OOCTPYKTHBHBIX U
OU(PPY3UOHHBIX HapPyLIeHHUY IIpU IIPOBEICHUU
KNPB/I (puc. 2).

[Ipr nDpoBemeHWH Teparvy HHIHOUTOpaAMU
mTOR (y 4 OOABHBIX 2 TPYIIIBI) BBIIBASACS dYa-
CTUYHBIH perpecc auMd@ocTasza B KAETYATOYHBIX
IIPOCTPAHCTBAX U B AETOYHOH TKAHHW, YaCTHYHBLIH
perpecc XHAOTOpPaKCa, XHAE3HOIO IIepHUKapauTa,

| wwwe.rejr.ru | REJR. 2018; 8 (1):102-118

DOI:10.21569/2222-7415-2018-8-1-102-118

XHAE3HOTO acIyTa, CTabuamsarysa (PyHKIIMOHAAB-
HBIX IIOKa3aTeAseld. BHeTopakasbHble HN3MEHEHUd
OBIAM BBIIBACHBI V 7 IIAIIMEHTOB 2 T'PYHIIBI: Aefio-
MHOMBI MaTKU — V 4 GOABHBIX, ACIOMHOMEBI ITOYEK —
y 2 OOABHBIX, BHEOpPTaHHBIE AEHOMHOMBI — yV 5
GOABHBIX.

Yxynmrenue TedeHue 3aboaeBaHHA Y IIallH-
€HTOB 3 TI'PYIIbl OIPENEATIAOCH B TPETH CAydaeB
(12 GOABHBIX), UMEAO OBICTpOE pPA3BUTHE U TsXKe-
Able  KAWHHYECKHE IIPOIBACHHA (HapacTaHHe
OIBIIIIKH, BIIAOTH [0 OABINIKH B IIOKoe). [Ipu mpo-
BeIEHUH KOMIIA€KCHOI'O KAMHHKO-AY4YE€BOro obcae-
[OBaHHS OHO XapaKTepPH30BaAOCh HapacTaHHEM
koamdyecTBa KucT Ha KT, yxymmmeHuem mepdy3u-
oHHBIX ToKaszateseit Ha ODPIKT, BeIpazKeHHBIMU
HapylmieHusaMu nOpu npoBeneHuu KUDB/I: Hapy-
IIeHUsd MeXaHHKH HOCHAW CMENIaHHBIM XapakTep,
BBIIBASANCH KaK OOCTPYKTHBHBIE, TaK U PECTPUK-
THBHbIE M3MEHEHHS B COYETAaHHHU C PE3KHUM YXyI-
LIEHHEeM YCAOBHH ra3000MeHa B AETKUX (CHHXKEHUE
XKEA, O®PB1, nuddy3uoHHOH CIOCOOGHOCTH A€T-
Kux) (puc. 3).

[Ipu mpoBemeHUM TepamUK HHTHOUTOPAMU
mTOR y 7 manmueHTOB 3 TpPyHHObI BBIIBASACH Ya-
CTUYHBIM perpecc auM@ocTasza B KAETYATOUHBIX
IIPOCTPAHCTBAaX U B AETrOYHOH TKaHM, YaCTHYHBIH
perpecc XHAOTOpaKCa, XHAE3HOIO IIepHKapAuTa,
XHAE3HOTO acIyTa, CcTabuamsaiiysa (PYHKIIMOHAAB-
HBIX TT0Ka3aTeae (puc. 4).

BHeTOpaKkaAbHble U3MEHEHUS OBIAU BBISIBAE-
HBI V¥ 23 IanMeHTOK TPeThel I'PYIIbl: A€ HOMHOMBI
MaTKu — yV 12 GOABHBIX, A€HOMHOMBI IIOYEK — V 6
OOABHBIX, ITedeHU y — 3 OOABHBIX, BHEOPTraHHBIE
AeHOMHOMBI — ¥ 11 GOABLHBIX.

Has y3noBoit popmel AAM, BeIIBA€HHOH y 14
MIAIIHEHTOK, OBbIAO XapaKTEpPHO OAaronpHATHOE Te-
4eHHe IIpollecca C MEIAEHHBIM HapacTaHHeM YHC-
Aa U PasMepoOB OKPYTABIX 00pa3oBaHUI B AETKHUX,
OTCYTCTBHUEM CYILIECTBEHHBIX U3MEHEHHUH IIPH IIPO-
Benenuu KUPB/I (puc. 5).

BHeropakaabHble U3MEHEHUS OBIAM BBISIBAE-
HbI y 10 manmeHToB C y3A0BO# (pOpMOM: AeHiOMHO-
MBI MaTKH — V 9 GOABHBIX, A€ HIOMHOMEBI II0YEK — Y 2
OOABHBIX.

[Ipu cmemranHo#d opme AAM, BBISIBAEHHOM
y 4 0oabHBIX, Ha KT ompeneAsdarch NpU3HAKH KaK
nnddy3HOM, TaK U y3A0BOH (POpM C HpPU3HAKAMHU
IIPOrPecCUpPOBaHU4 IIpoliecca (puc. 6).

BHeropakaabHble U3MEHEHUS OBIAM BBIIBAE-
HBI Y 2 IaIMeHTOB CO CMeNIaHHOH (opMoii: aetio-
MHOMBI MaTKH — y 2 GOABHBIX, AEHOMHOMBI ITOYEK —
y 1 GOABHOTA.

OcaoxxHeHHd 3a00A€BaHUS OIPENEATAUCH Y
54 manmenToB (I rpynna —y 10 60apHBIX, II rpymima
— y 10 O6oawbsbIX, III rpynna — y 30 mainumeHTOK,
cMmelranHas popMa — y 2 60ABHBIX, y3a0Basg popMa
— Yy 2 OOABHEIX): ITHEBMOTOPAKC — y 52 OOABHBIX,
XHUAOTOPAKC — y 16 60abHBIX, AI' — y 18 OOABHBIX,
AETOYHOE KPOBOTEYEeHHE — y 2 OOABHBIX, IIPOSBAE-
HUs auMdocTasa — y 9 G0ABHBIX.
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Puc. 1. boAbHas A., 28 AeT.

MuHaMmuka nokaszareseii @B/I (B % OT HOAXKHOTO) U TOMOTPAMM (MEAKO-KHCTO3HBIM BapuaHT auddy3Hoi hopmbr AAM).
Ha KT ot 21.09.2012 r (a), 15.11.2012 r (6) 1 19.06.2014 r (r) oTMe4YaeTcs HapacTaHHE YHUCAQ MHOXKECTBEHHBIX MEAKHX
TOHKOCTEHHBIX BO3AYXOCOAEPIKAIINX KHCT B ACTOYHOM TKaHH, YACTHYHOE CAHSHHE HX MEXAY CO00#, BBIPA’KEHHBIMH
ABYCTOPOHHUMU AU Py3HbIMU Tepdy3uoHHbIMU HapyiieHud npu OPIKT (x) 1 HapacTaHUEM CMENIaHHBIX HapyLIEHUH
BEHTHASIIMOHHOH CIIOCOOHOCTH AETKHX B COYETAHUH C PE3KUMH AUM(Y3HOHHBIMH HAPYIIEHUIMH (€).

Fig. 1. PatientL., 28 y.o.

Dynamics of FVD indices (in %) and tomograms (small-cystic version of the LAM diffuse form). On CT from 21.09.2012
(@), 15.11.2012 (b) and 19.06.2014 (d) there is an increasing number of multiple small thin-walled air-containing cysts
in the lung tissue, partial fusion of them, expressed two-sided diffuse perfusion disorders in SPECT (d), and an in-
crease in mixed disturbances in the lungs ventilation capacity in combination with sharp diffusion disorders (e).
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Puc. 2 a (Fig. 2 a) Puc. 2 6 (Fig. 2 B)

AuHaMuKa nokasaTenen P©BNO (B% ) donbHon P.
{KEpYyNHo-EMcTo3HaA popua NAM)

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

Puc. 2. boabHas P., 46 aeT.

Munamuka nokasareseit @B/l (B % OT MOAKHOIO) M TOMOIPaMM (KPYHHO-KHCTO3HBIM BapHaHT AUMQY3HOH (DOPMBI
AAM). Ha KT or 24.01.2013 r (a) u 01.11.2016 r (6) oTMedaeTcss HapacTaHHEe YHCAA U PA3MEPOB MHOXKECTBEHHBIX
KPYIIHBIX TOHKOCTEHHBIX BO3QyXOCOAEPZKAIIINX KHUCT B ACTOYHON TKaHHU, C IPHU3HAKaMU HUX ITapagoKCaAbHOU BEHTHAL-
LIUY, BBIPAKE€HHBIMHU ABYCTOPOHHUMH IeP(y3HOHHBIMH HaPYIIEHHS C HAAWYHEM anepdy3uyd B 00AACTH PACIIOAOKEHUST
KPYIHBIX KHUCT (B) B CTAOMABHO HHU3KHMHU (DYHKIIMOHAABHBIMH IIOKA3aTEASIMH, CBHAETEABCTBYIOIIMMU O COYETAHUH 00-
CTPYKTHBHBIX HapyII€eHUH C yXyAIIEeHHEM yCAOBHH razoooMeHa (I).

Fig. 2. PatientR., 46 y.o.

Dynamics of FVD indices (in %) and tomograms (large-cystic version of the LAM diffuse form). On CT from 01.24.2013
(@) and 01.11.2016 (b) there is an increase in number and size of multiple large thin-walled air-containing cysts in the
lung tissue, with signs of their paradoxical ventilation, marked by bilateral perfusion disorders with the presence of
aperfusion in the area of large cysts (c) and consistently low functional indices, indicating a combination of obstruc-
tive disorders with deterioration of gas exchange conditions (d).
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Puc. 3. boabHas K., 40 AeT.

MuHamuka mokasareseit PBJI (B %) u TomorpaMm (MEAKO-KHCTO3HBIH BapuaHT auddys3Hoi dopmer AAM). Ha KT ot
08.12.2011 r (a), 28.03.2013 r (6, B) u 14.05.2016 r (r) oTMeUaeTCca HApPACTAHHUE YHCAA MHOXECTBEHHBIX MEAKHUX TOH-
KOCTEHHBIX BO3AyXOCOAEPZKAIIMX KUCT B A€TOYHOM TKAHW, YaCTHYHOE CAHSHUE MX MEXKAYy CO00ii, BHIDAXKEHHBIMH ABY-
CTOPOHHUMHU AU DY3HBIMU ITepdy3uoHHBIMU HapylleHus npu OPOKT (x) u yxyameHneM (OyHKIMOHAABHBIX II0Ka3aTe-
AeH, CBUAETEALCTBYIOIINMMHU O BBIPAKEHHBIX PECTPHUKTUBHBIX M AN(PEDY3HNOHHBIX HAPYIIEHUIX (€).

Fig. 3. PatientK., 40 y.o.

Dynamics of FVD indices (in %) and tomograms (small-cystic version of the LAM diffuse form). On CT from 08.12.2011
(@), 28.03.2013 (b, c) and May 14, 2016 (d) there is an increasing number of multiple small thin-walled air-containing
cysts in the lung tissue, partial fusion of them, expressed bilateral diffuse perfusion disorders in SPECT (e), and im-
pairment of functional indices, indicative of pronounced restrictive and diffusional disorders (f).
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Puc. 4 a (Fig. 4 a)
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Puc. 4 A (Fig. 4 e)
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Puc. 4. boabHasga C., 53 roaa.

MuHavmuka nokazareseds ®B/l (B %) u ToMorpaMM (MEAKO-KHCTO3HBIM Tun muddysHoit dopmer AAM). Ha KT ot
15.07.2011 r (a, B) m 09.09.2013 r (6, ) oTMeYaETCH YACTUYHBIM PETPECC OTEKA HMHTEPCTHUIIHS, KHUPOBOM KAETUATKHU
CPEeIOCTEHNS 1 IPABOCTOPOHHETO XHAOTOPAKCA, BEIPasKEHHBIE ABYCTOPOHHHE Audy3HbIEe Nepy3nOHHbIE HAPYIIIEHHUSI
npu OPOKT (x), yaydiieHrne pyHKIIMOHAABHBIX IOKa3aTeAeH (€).

Fig. 4. PatientS., 53 y.o.

Dynamics of FVD indices (in %) and tomograms (small-cystic type of LAM diffuse form). On CT from 15.07.2011. (a, c)
and 09/09/2013. (b, d) there is a partial regression of the interstitium edema, adipose tissue of the mediastinum and
right-sided chylothorax, pronounced bilateral diffuse perfusion disorders in SPECT (e), improvement of functional pa-

rameters (f).
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Puc. 5. NMNaumenTtka K., 42 roaaq.

Ha KT ot 14.05.2012r. (a, 6) u 15.12.2014r. (B, I) oTMeYaeTCd HE3HAYHUTEABHOE HapacTaHHE pPa3MEpPOB M KOAMYECTBA
04aroB B A€TOYHOH TKaHH. OTcyTcTBHe N3MeHeHui npu OPOKT (o), crabuabHble nokasarean KUDB/I (e).

Fig. 5. PatientK., 42 y.o.

On CT from 14.05.2012 (a, b) and 15.12.2014 (c, d) there is a slight increase in the size and number of foci in the lung
tissue. Absence of changes in SPECT (e), stable KIFVD (f).
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Puc. 6. NMauueHTka 3., 44 roaa.

T'ucTonrormyuecky BepudHIpoBaHHad cMeltanHag popma AAM. Ha KT ot 21.02.2011 r (a, B), 02.12.2014 r (6, I) oT-
MedaeTcs IPOTPECCHPOBAaHHE KHMCTO3HOTO M OYATOBOTO HOpazkeHUd B AerodHo#l TkaHU. [Ipu ODPOKT (x), mpu KUDPB/I

(e)-
Fig. 6. Patient Z., 44 y.o.

Histologically verified mixed form of LAM. On CT from 21.02.2011. (a, c), 02.12.2014r. (b, d) there is a progression of
cystic and focal lesions in the lung tissue. With SPECT (e), with KIFVD (f).
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KomopOuaHble ITPOIIECChl OIPEAEASIAUCE § 25
60abHBIX (I rpymmma — y 1 manwmenTky, Il rpynmna — y
3 6oapHBIX, III Tpynma — y 17 OGOABHBIX, y3A0Bas
dopmMa - 'y 4  OGOABHBIX): aAbBBEOASIPHO-
HHTEPCTHUIIMAABHBIH OTE€K AErKHX (B pe3yabTaTe
cepnedyHoi HemoctaTodHocTH uaM PIC y 4 manu-
eHToK), TOAA — y 11 GOABHBIX, IIPHUCOEAHNHEHUE
BocrraaeHUd y 10 GOABHBIX (TabA. 1).

[Mpucoemunenue TOAA, KAMHUYECKH OBIAO
CAOXKHO [OUATHOCTUPOBATh, T.K. KPOBOXapKaHbE,
OBINTKA U IIAEBPAABHBIH BBITIOT OBIAM XapaKTePHBI
[AS OCHOBHOTO 3aboaeBaHUs. BrlgaBaeHme 3TOH
KOMOpOUOHOCTH TpeboBaano mnpumeHenus KT-
araruorpadpuu u ODPIKT gag omeHKH HAaBHOCTH U
pacupocTpaHeHHOCTH IIpoliecca (puc. 7).

Y HeKOTOPbIX OOABHBIX Ha MO3AHUX CTATUIX
3a60A€BaHUS ITOSBAIAVCH HWH(HUABTPATHUBHBIE H3-
MEHEHUS HHTEPCTUIIHAABHOTO (IIPEAIIOAOKUTEABHO
BCAEICTBHE IIPUCOEIUHEHNS BUPYCHOM HHQEKIINH
UAYU ITHEBMOIIMCTHOH ITHEBMOHHH) M (MAM) aAbBeEO-
ASIPHOTO XapakTepa (IpHcoequHeHHe OaKTepuasb-
HOH (pAODPBI), HHOTZA VTOAIIIEHHE CTE€HOK KHUCT U
IIOIBAEHHE BOCIIAAUTEABHOTO COAEPXKHUMOIO B HX
IIOAOCTHX (pHucC. 8).

JuHaMuKa BHETOPaKaAbHBIX M3MEHEHHH Xa-
pakTepu3oBasach: HapacTaHHeM KOAWYecTBa U
pa3MepoB aAefioMuoM (Vv 8 GOABHBIX), YMEHBIIIEHHEM
UX pa3MepoB Ha oHe AedeHUd (Y 6 GOABHBIX), ITO-
ABA€HHEM y HUX KPOBOH3AUSHHHN U KPOBOTEUYEHHU-
eM B OPIOIIHYIO TTIOAOCTE (V¥ 3 GOABHBIX).

[To mamubiM KT naag BHeopraHHBIX 3a0pro-

IIMHHBIX AeHOMHOM OBIAM XapaKTepHBI HHU3KHE
IIAOTHOCTHBIE IIoKazarean (+15 - +20HU), orcyrt-
CTBHE HaAKOIIA€HHUS B HHX KOHTPACTHOTO IIperapa-
Ta (3a HCKAIOYeHHEeM 1 MalMeHTKH, y KOTOpoH
OIIPENEAIANCH YIACTKH HAKOIIA€HUS KOHTPAaCTHOI'O
npenapara B IapeHXUMe A€HOMHOM, HaAW4YHe T'H-
IIepPBaACKyAIPHOM KaIllCyAbl (LIMPHHOH mo 2-3MM),
uMeroIlell dYeTKHe pPOBHble KOHTYPbI. OIIEHUTH
yBeAWdeHHe 3a0pIOIIMHHBIX AefioMHOM ObIAO 3a-
TPYAHUTEABHO, TaK KaK pa3Mepbl UX MOTAM BapH-
UpoBaTh NaXXe B TedeHHe MHS, He I'oBOpPsS yXKe O
foaee MAUTEABLHBIX HHTEPBAAAX, YTO COOTBETCTBYET
MHEHHIO 3apy0eKHBIX aBTOPOB (pHuc. 9).

[Ipu KpoBOU3AUSHUH (y 3 OOABHBIX) IIO JAH-
HeIM KT B CTpyKType 3abpIOMIMHHBIX A€HOMHOM
OIIPENEATANCH THUIIEepAEHCHBIE BKAIOUeHHs (6oaee
+60HU), compoBozKaammecs yIAOTHEHHEM IIPU-
AeKale 3a0pIOIIMHHOM JKHUPOBOM KAETYATKH,
U3MEHEHHEM pa3MepoB CaMoro 3a0pPIOIIHHHOIO
o6pa3oBaHUsd, ITOSIBACHHEM CBOOOMHOM 3IKHUIKOCTH
B II0AOCTH OpioiiuHEI (puc. 10).

OGcyxaenue.

AnmdanrroseiiomuoMaTod Aerkux (AAM) -
opdanHOe 3ab00aeBaHHE, IIOpazKalollee >KEHIITHH
[ETOPOLHOI'0 BO3pacTa, XapaKTepHU3yIolleecsd IIPo-
Aupeparief TAaIKOMBIIIIEYHBIX KAETOK B CTE€HKAaxX
aAbBeOA, AUMMAaTUIECKHUX U KPOBEHOCHBIX COCYZIOB
C HCXOOOM B KHCTO3HYIO TPaHC(OPMAIIUIO AETOoY-
HOHM NapeHXHMBI, a TaKKe [IOpaskeHHeM OpPraHoOB—
MUIIIeHeH ([Io4YeK, MaTKH, IIeYeHH, AuMdarHde-
CKUX y3A0B). 3aboaeBaHHe IIpoTekaeT Hebaaro-

Tabauua Ne 1. Hainune KOMOPOUIHBIX MPOLECCOB Y MAMEHTOK ¢ JIAM.

dopma Hucno Komop- Orek ner- | Boc- TOJIA Jleuenne | IIporpec-
00JbHBIX | OMIHOCTH KHUX nase- (cupanu- | cupoBa-
HUE MYC) HUE
Huddyznas 65 21 4 8 9 20
[lepBas rpynmna - | 14 1 - - 1 2
€IMHUYHBIC KU-
CTBI
Bropas rpynna - | 13 3 1 2 4 6
MHO>KECTBEHHBIC
KPYITHBIE KUCTBI
Tperss rpynma - | 38 17 4 7 6 7 12
MHO>KECTBEHHBIC
MEJIKUE KUCTBI
Cwmemnrannast 4 - 2
VY3noBas 14 4 2 2 2
Bcero 83 25 4 10 11 11 24
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Puc. 7 a (Fig. 7 a)

M& A
Puc. 7 B (Fig. 7 c¢) Puc. 7 r (Fig. 7 d)

Puc. 7. NMauuneHTKa B., 56 AeT.

TOAA mpu y3a0Boii hopme Aetiomromartosa. IIpyu HaTuBHOM KT B AETOYHOM SA€KTPOHHOM OKHE (a) OIIPemeATIOTCS MHO-
JKE€CTBEHHBIE MSITKOTKAHHBIE y3Abl OKPYTAO# (DOPMBI, BBIpaKEeHHAs MO3AWYHOCTH ACTOYHOM PHUCYHKA (0OGCTPYKTHBHEIE,
nepdy3ronHble HapyleHus). Ha KT B MATKOTKAaHOM 3A€KTPOHHOM OKHE B A€BOM T'AABHOH BETBH AETOYHOM apTepuu
oIIpeneAseTcsd IaTOAOTHYEeCKOe 00bI3BECTBACHHE HEMIPABUABHOM (popMbI (6), IoATBEpKAAEMOE IPH IIPOBEAEHUN GOAIOC-
HOro KoHTpactupoBaHud (r), npu ODPIKT — nepdy3noHHBIE HAPYIIIEHHSI TPEYTOABHON (POPMEI B CyOIIA€BPAABHBIX OTHE-
Aax (B).

Fig. 7. Patient V., 56 y.o.

PATE with a nodal form of leiomyomatosis. With native CT in the pulmonary window (a), multiple soft tissue knots of a
rounded shape are defined, a mosaic pattern of the lung pattern (obstructive, perfusion disorders). On the CT scan in
the soft tissue window in the left main branch of the pulmonary artery, a pathological calcification of the irregular
shape (b) is revealed, which is confirmed by bolus contrast (d); in SPECT, perfusion disorders of the triangular shape
in the subpleural sections (c).
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Puc. 8 a (Fig. 8 a) Puc. 8 6 (Fig. 8 B)

Puc. 8 B (Fig. 8 ¢) Puc. 8 r (Fig. 8 d)

Puc. 8. MNMauueHTtka l., 35 AeT.

I'mcrosornyecku BepudunupoBaHHasa auddysHaa dopma AAM, ocaoxkHeHHas BocnaseHueM. Ha KT ot 14.11.2005 r
(a, 6, B, I), onpeneasroTcsa npogBaeHusS AAM (MHOXKECTBEHHBIE BO3yXOCOAEPIKAIIEe KUCThI B ACTOYHOH TKaHH), CTEHKH
KOTOPBIX  YTOALIEHBI, BOKPYI KOTOPBIX OIPEAEASETCS PACIPOCTPAHEHHAs HHMHUABTPAINS  aAbBBEOATIPHO-
HHTEPCTHLHAABHOIO XapaKTepa (BOCIIaA€HYe, BbI3BAHHOE CHHETHOHHON ITaAOYKOH).

Fig. 8. Patient G., 35y.o.

Histologically verified diffuse form of LAM, complicated by inflammation. On CT from 14.11.2005 (a, b, c, d), the mani-
festations of LAM (multiple air-containing cysts in the lung tissue) are determined, the walls of which are thickened,
around which widespread infiltration of the alveolar-interstitial nature is determined (inflammation caused by the
Pseudomonas aeruginosa).
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Puc. 9 A (Fig. 9 e) Puc. 9 e (Fig. 9f)

Puc. 9. MauuneHTtka A., 30 AeT.

Ha KT opraHoB rpyznHo# KaeTkKHU (a) oT 21.09.2012 r BBIIBAFIOTCH MHOXKXECTBEHHBIE MEAKHE KHCTHI B OOOMX AETKHX,
OBYCTOPOHHUI XHAOTOPAKC, XHAE€3HOE comepkuMoe B cpemocteHun. I1pu KT opraHoB OpromrHoii mosocTH ot 21.09.2012
T (6, B, T) B 3a0PIOIINHHOM IIPOCTPAHCTBE BBIIBASETCS MHOTOKaMepHOe 00pa3oBaHUe ITOHHKEHHOM ITAOTHOCTH, HMEI0-
miee hopMy IIECOYHBIX YACOB C IIEPETSIKKON Ha YPOBHE HIXKHEH TPEeTH OPIOIIHOM aopThl, HEPABHOMEPHOE HAKOIIACHHS
KOHTPACTHOTO IIpenapara B HEM (B CTPOME M IIO KAaIICyA€). YBEAWUEHHE pPa3MepoB HOBoobOpazoBauua Ha KT ot
15.11.2012 r (z, €).

Fig. 9. PatientL., 30 y.o.

On chest CT (a), 21.09.2012. Multiple small cysts are detected in both lungs, bilateral hilorothax, chilious content in
mediastinum. At abdomen CT from 21.09.2012 (b, c, d) in the retroperitoneal space, a multi-compartment formation
of a reduced density is revealed, which has the form of an hourglass with a constriction at the level of the lower third
of the abdominal aorta, uneven accumulation of a contrast drug in it (in the stroma and in the capsule). Increased
size of the neoplasm on CT from 15.11.2012 (e, f).
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Puc. 10 a (Fig. 10 a) Puc. 10 6 (Fig. 10 B)

Puc. 10 B (Fig. 10 c) Puc. 10 r (Fig. 10 d)

Puc. 10. bBoAbHas K., 37 AeT.

T'ucronormueckn BepudunnpoBaHHbd AAM, muddysHag dopma. Uamenenue KT-kaptuuel ot 28.03.2013 r (a, 6) K
12.09.2013 r (B, I) B BHUAe NOIBACHUE THIIEPAEHCUBHEBIX (6oaee +60 HU) BKAIOUEHHUH B CTPYKTYPE 3a0PIOIIMHHBIX A€HO-
muoM (KT-mpu3HakKy KPOBOM3AUSHHUS), YMEHBIIIEHHE PAa3MEPOB ITIapaKaBaABHOIO y3Aa AEHOMHOMBI, YIIAOTHEHHE I1apaBa-
3aABHOHM KUPOBOM KAETYATKH.

Fig. 10. Patient K., 37 y.o.

Histologically verified LAM, diffuse form. Changes in the CT from 28.03.2013 (a, b) by 12.09.2013 (c, d) in the form of
hyperdense (more than +60 HU) inclusions in the structure of retroperitoneal leiomyomia (CT-signs of hemorrhage),
decreased size of the paracaval node of the leiomyoma, compaction of paravalous fat.
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IIPHUATHO, XapaKTepPH3yeTCs BOAHOOOPA3HBIM HAH
HEMIPEPBIBHLIM HapacTaHHEM KAMHHUYECKHX IIPO-
SIBAEHHH (OABIIIKA, CAA0OCTh, IIOXyOAHUE), UTO
CBSI3aHO C IIOCTOSIHHBIM IIPOI'PECCHPOBAHHEM IIPO-
ecca.

BrigBAeHHE IPUYHH IIPOrPECCUPOBAHUS TpeE-
OyeT IIPUMEHEHUS BCEro CIIEKTpPa, KaK AYYeBBIX
(KT, BPKT, 9XO-kapauoarpacdpusga, OPOKT, TIOT-
KT), Tak u (pyHKIIMOHAABHBIX uccaenoBaHuit (KU-
®B/]), TaK KaK 3T0 UMeeT OOABIIIOe 3HAUEHHUE AS
TaKTHUKU BEIEHHUd I1allieHTOB.

YxXyamieHue TedeHHs IIpollecca MOKET ObIThb
00yCAOBAEHO, KaK IIPOIPECCHPOBAHHEM (MEIACH-
HOe HEYKAOHHOE HapacTaHHe KHCTO3HOM AErOYHOH
TpaHCcOpMalliH, OCTPO€ HapacTaHHe OTeKa HH-
TEPCTUIINS - ODOCTpPEHHE) M OCAOXKHEHHBIM Tede-
HUeM caMoro 3aboaeBaHUSA (THEBMOTOPAKC, XHAO-
TOPAKC, OTE€K KAETYATOYHBIX IIPOCTPAHCTB U Ae-
TOYHOUM TKaHU B pe3yAbTaTe aAuM@ocrasa, (PopMHU-
poBaHHEe AErOYHOH THUIIEPTEH3UH B pe3yAbTaTe
AABBEOASTPHO-KAITHAAIPHOTO (pubpo3Horo 6a0Ka,
AETOYHOI'O0 KPOBOTEUYEHUH H3-3a pPaCTIKEHUT U
pa3pelBa OpPOHXMAABHBIX apTEepPH¥ B CTEHKax
OPOHXOTeHHBIX KHCT), TaK U HAAUYHEM KOMOPOUI-
HBIX ITPOLIECCOB (aABBEOASPHO-UHTEPCTUIIHAABHBIH
OTEK AETKHX B pe3yAbTaTe CepAedHOH HemocTaTod-
"HocTu uam PIC, TOAA, mpucoequHEeHHs BOCIIaAe-
HUSI).

[uddepeHInpoBaHHbIHE TOAXON K A€YEHUIO
9THUX COCTOSHUH, a TakKe IIOIBA€HUE IIperapaToB
sTHonaroreHeTudeckol Tepanuu (mMTOR cupoan-
Myc), TpebyeT CBOeBPEMEHHOM ITOCTAHOBKU TOYHO-
ro [AuarHo3a C IIPUBAEYEHHEM AT ITOTO BCETO
CIIEKTpPa Ay4eBOH M (PYHKIIMOHAABHOH AHArHOCTH-
KH.

3aboaeBaHHE OTHOCAT K OHKOAOTHYECKHM
mporeccaM H3-3a 0OecIpepbIBHOM, HEMOTHUBUPO-
BaHHOH ITpoAHdEPAIINH TAQIKOMBIIIEYHBIX KAETOK
B AETOYHOM TKaHH W OPYTHX OpraHax, IIPUBOMS-
et K TpaHcopMaIlii MEeAKUX OpPOHXOB, (DOPMU-
POBaHHIO KHCTO3HBIX CTPYKTYP, HUX pPa3pbIBOB C
dopMUpPOBaHUEM ITHEBMOTOPAKCOB. YBEAHWYEHHE
BEPOSITHOCTH paspblBa KHUCT MOIYT OBITH 00yCAOB-
A€HBI HaAW4YHeM IIapaZlOKCaAbHOH HX BEHTHAAIINU
(BBIZIBASIEMOM IIPH IIPOBENECHUH (PYHKIIMOHAABHOM
BPKT «ua BbIIOXEY).

Takske IIporpeccCHpoBaHHe IIpoliiecca o0y-
CAOBAEHO IIOCTOSIHHBIM HapacTaHHeM yXyAIlleHUs
MHUKPOIIUPKYASIIHHM B AETOYHOM TKAaHH, O0YCAOB-
AEHHBIM MHOTHMH (pakTopaMu. Hamboaee 3Ha4H-
MBIM 0€3yCAOBHO HIBASIETCH OTCYTCTBHE IIepdy3H-
OHHBIX U MU(P(PY3NOHHBIX IIPOIIECCOB B MECTaX AO-
KaAW3alliy KHUCT (Hemepdy3upyeMoe U HeBEHTH-
AUIpyeMoOe IIPOCTPAHCTBO, olleHuBaeMoe npu BPKT
KaK ITPOTAKEHHOCTH KHCT, BBIIBAIEMOE IIPH IIPO-

CIIHCOK AHTEpPaTyphI:
1. Hnerosuua M.M. HHmepcmuyuanbHble U opghaHHble 3abose-
eaHust nezkux. M., TOOTAP-Meoua, 2016. 560 c.
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BeaeHnu KHUDB/l kak yBeAHWdYE€HHE OCTATOYHOTO
obbeMa AETKMX M ydacTKaMH arnep@ys3uy IIpH
O®OKT). Tarke MHUKPOIPKYASTOPHBIE HapyIle-
HUS MOTYT OBITH CBI3aHbBI C KOMIIPECCHEH KHUCTaMHU
COXpaHEHHOM AE€TOYHOH TKaHU U SBACHUSIMH AUM-
docTaza B HHTEPCTUIIHNU B pe3yAbTaTe OAOKA AUM-
daTHIeCKUX KOAAEKTOPOB. M To M apyroe IIposB-
aserca KT-KapTHHOH «MaTOBOI'O CTE€KAd», CHHIKE-
HUEeM AUP@PY3UOHHON CIOCOGHOCTH AETKHUX IIPHU
KV®B/Il n nudy3HbIM CHUKEHUEM IIepPy3un Ae-
rouyHo#l TkaHU Tpu ODPIKT. OTH n3MeHEeHUd ITA0XO0
OTAWYHMBI II0 JAaHHBIM KAMHHYECKOI'0O U Ay4E€BOI'O
HCCAENOBAHUA OT OCTPOrO IIPOTPECCHPOBaHHUL 3a-
boreBaHMS.

B pesyabrare 0aoKa AUM@PATHIECKHUX KOA-
AEKTOPOB TaKXKe MOIyT pa3BUBATbCAd XHAE3HbIE
BBIIIOTHl B IIAEBPAAbHOH, HEPHUKaAPAUAABHOH I10AO-
CTIX U B IIOAOCTH OpIOIIHHEBI. [[MHaAMUKa UX Tede-
HUS W OTBeT Ha ImpoBoauMoe aedeHme (mMTOR,
IIA€BpPOZEe3) BasKHA OAd pa3paboTKH masbHeiIei
A€IeOHOM TaKTUKH.

JuHaMuKa COCTOSHUS A€HOMHOM APYTHX AO-
KaAW3allui (MaTKH, I[Ie4YeHH, [104YeK, 3a0PIOIINHHO-
Io IIPOCTPAHCTBA) II03BOASIET OLIEHHUTH BKAAJ, BHe-
AETOYHOI'0 KOMIIOHEHTA IIpollecca B T€YEHHE ITOr0
TAKEAOTO 3aboreBaHMs. PocT aefioMHOM, KPOBOM3-
AWFHHS B HHUX MOIYT MEHATH KAWHHYECKYIO Kap-
THUHY, yXyAlllad TedeHHud IIpoliecca. B Toxke Bpemsd,
Ha QOHE ITHONATOTEHETHYECKOH Tepaliuu, BO3-
MOXKEH perpecc AeOMHOM C IIpH3HaAKaMH (PyHK-
IIMOHAABHOT'O YAyUYIIeHHus 3aboAeBaHUS.

KomopOumHbie MIpOIlecChl YacThl y OTOH
TPYIIIE] AITHEHTOB M IIAOXO Pa3AWMYMMBI M3-3a H3-
HAYaABHO TSI3KEAOTO COCTOSIHHS OOABHBIX M OOMAMS
CXOIHOY KAMHHYECKOM CHMIITOMATHKH (OZBIIIKA,
KpOBOXapKaHbe, II0XyAaHue).

OnHakKo BapHaHTBHI KAMHHUKO-AYYEBOI'O Tede-
HUY, IPUYHUHBl yXYAIIeHHUsS U KOMOPOHWIHBIE IIPO-
neccbl IIpu AuMdQaHTHoAeHoMHOMAaTo3€, BBHUIAY
opdaHHOCTH 3ab60AeBaHUS HU3YyUEHBI HEAOCTATOYHO
U TpebyIOT YTOYHEHUS.

BeiBoapl. HakoraeHue omobiTa KAHMHHUKO-
Ay4eBOro obcaemoBaHUa 00ABHBIX AAM, IM03BOAsSIET
OLIEHHUTH OUHAMHKY €ro TOpaKaAbHBIX U BHeETOpAa-
KaAbHBIX Ay4YEBBIX IIPOSBACHUM, KOMOPOHIHBIX
IIPOIIECCOB, BBIAEAUTHb HeOAAronpHATHBIE (DOPMEI
TedeHua NAM u KOMOpPOHAHBIE IIPOIIECCHI, MUMEIO-
e 3Ha4YeHHe A TaKTHKH BeNeHUS ITHX 00Ab-
HBIX.

HcTouyHHK (PHHAHCHPOBAHHSA H KOH(PAHKT
HHTEPECOB.

ABTOpPEI MaHHOW CTATHbU IOATBEPIUAH OTCYT-
cTBHE (PHUHAHCOBOM MONNEPKKHU HCCAEIOBAHUS U
KOH(AHKTA HHTEPECOB, O KOTOPBIX HEOOXOOUMO
COOOIIUTE.
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