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Pesztome. Jlumepaneuonetiomuomamos (JIAM) — cucmemnoe 3abonesanue, nauboiee 4acmo ecmpevaujeecs y AHeeHuuH
PEnpoOyKMUBHO20 03PACA U Xapakmepusyioweecs nporudepayuett 21a0KOMbIUEdHbIX KJIEMOK 6 1e2KUX, TUMPAMUYeCKUX
y3nax u opyeux opeamax. Buenecounvie dhopmor JIAM ecmpeuaiomes kpaiine peoko, 6 C6s3u ¢ 4eM MeXaHusmbl, jedxcawjue
6 OCHOGe namoeeHesd, U3yueHvbl HedOCMAMOYHO, d KAUHUYECKAs KapmuHa Modcem ONUmenbHoe 8pemsi 0Cmasamvcs
HepacnosHanHol. B cmamve npedcmasien peOKutl Kaunudeckutl caydai enene2ounoll gopmul JIAM ¢ uzonuposannvim
nopaicenuem maszosvlx U 3a0PIOUWUHHBIX TUMpamuyeckux y3108 y 49-nemueii 601bHO.

Knroueswie cnosa: numaneuoneiiomuomamos, 8Hene20uHulll iumganuonetiomuomamos, uneubumopol mTOR, mybeposHbiii
CKIepO3, AHMA2OHUCIbL PEYenmopo8 ICMpPo2eHa
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Rezume: Lymphangioleiomyomatosis (LAM) is a systemic disease, most common in women of reproductive age, which is
characterized by proliferation of smooth muscle cells in the lungs, lymph nodes and other organs. Extrapulmonary types of
lymphangioleiomyomatosis (LAM) are extremely rare, and, therefore, the mechanisms, underlying the pathogenesis, have
not been sufficiently studied and the clinical picture may remain unrecognized for a long time. This article presents a rare
clinical case of extrapulmonary lymphangioleiomyomatosis (LAM) with isolated lesions of the pelvic and retroperitoneal
lymph nodes in a 49—year—old patient.
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rous sclerosis, estrogen receptor antagonists

AKTYaJIbHOCTH [1]. JIAM rtakxe paccmMaTpHuBaeTCs Kak HOBOOO-

Jlumpanruoneitomrnomaro3 (JIAM) — penkoe pa3oBaHUE, OTHOCALIEECS K IPyIIE NEPUBACKY-
CHUCTEMHOE Mporpeccupyomee 3abojieBanne, Xa- JISIPHbIX MUTEIUOUIHO-KIETOUYHBIX OIYXOJIeH
pakrtepusyromieecs npoaudepanueii kinetok ¢ mu- (II9Kom) n oGnanaromee HU3KUM MOTEHLIUATIOM
oMeJlaHOIUTapHOU MU HepeHIUPOBKOM (KJIETOK 3JI0Ka4€CTBEHHOCTH, J€CTPYKTUBHBIM XapaKTe-
JIAM) B nuMdaTruecKux cocyaax, 4To IPUBOAUT POM POCTA U CHOCOOHOCTBIO K METAaCTa3UpOBa-
K OOCTPYKIIMH TMOCIEIHUX U 00pa30BaHUI0 KUCT HUIO [2].
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O6mas pacripoctpaneHHocTh JIAM noctoBep-
HO HEU3BECTHA, OJTHAKO, 110 JAHHBIM MHOTOLICHTPO-
BOT'O MCCJIeIOBaHusA, TpoBeieHHoro B 2024 1. B ye-
ThIpeX CTpaHax, 3a00JeBaeMOCTh COCTaBUIIA
23,5 ciy4dast Ha MUJUTHOH >keHIIHH [3]. OcoOeHHO
BbIcOKas yactota JIAM HabmofgaeTcs y JKeHIIUH
¢ TyOepO3HBIM CKJIEPO30M: y HUX 3a00JIeBaHUE pa3-
BuBaetcs B 80 % ciydaes, Toraa Kak pacrnpocTpa-
HEHHOCTh CaMOT0 TyOepO3HOTO CKJIEpo3a B MOIMY-
nsmuu coctapisgeT 1:5000—1:10000 [4]. UctunHas
4acTOTa U PaclpOCTPAHEHHOCTh CIOPaTUYECKUX
dhopm JIAM B HacTosiiee BpeMsi HEU3BECTHBI, T10-
CKOJIbKY MMEIOIIHECS dMUAEMHOIOTHYECKUE JTaH-
HBIC SIBJITIOTCS] HAOMIOMATeTbHBIMU U YaCTO BKITIO-
YaloT MalUEHTOB C TyOEPO3HBIM CKIIEPO30M.

3abosieBaHrEe BCTpEYAETCs MPEUMYIIECTBEHHO
y KEHIIIH PenpoIyKTHBHOTO BO3pacTa U Hanbosee
4acTO MOpa)kaeT MapeHXUMY JIETKUX (JIeTouHas
dbopma JIAM) ¢ bopmMupoBaHrueM B HUX MHOXKeE-
CTBEHHBIX KHCT, YTO SIBJIIETCS PUUMHON pecrupa-
TOPHBIX CUMIITOMOB, TAKUX KaK OJBIIIKA MPpU (Pu-
3UYECKOM Harpys3Ke, Kallesb, 00JIb B IPyIHON KIIeT-
Ke, KpOBOXapKaHbe, IbIXaTeJIbHasi HEI0CTaTOYHOCTh
B pe3yJbTaTe HAKOIUICHUS JTUMQBI B IUIEBpaIbHON
NOJOCTH (XUI0TOpOKC). BHenerounas ¢popma JIAM
BCTPEUACTCS KPaHE PEJIKO U MOXKET MOpaxarh pas-
JIUYHBIC OPTaHbl, YTO PUBOIUT K MHOKECTBY HEO-
OOCHOBAHHBIX BMEIIATEILCTB M3-3a OMIHOOYHOTO
WJIY TIO3JIHeTo auarHosa [1, 2].

JIAM accouunpoBaH ¢ ayTOCOMHO-TOMUHAHT-
HBIM HACJIEJICTBEHHBIM CHUHAPOMOM TyOEpO3HOTO
CKJIEp03a, CBA3aHHOTO C MyTallUSIMHU B OJJHOUMEH-
HbIX reHax (TSC1/TSC2), uto npuBOIUT K MEpCH-
ctupytoieit aktuBauu mTOR-curnansHOrO MyTH
u nponudepanun kierok JIAM [5-7].

CoBpeMeHHbIE HUCCIEOBAHUS 3HAYUTEIBHO
paclMpuiIn NOHUMAHUE MaToreHe3a M BBISBUIN
B3aMMOCBSI3b MEXK/Ty IaHHBIM 3200JIEBAaHUEM U Me-
Tabonmm3mMoMm sctporeHna [6, 8—10]. DcTporeH akTu-
BHUpYyeT curHaiabHbIi myTh ERK1/2, 9TO ctumynu-
pyert nponudepanuio kierok JIAM, a Takxke yBe-
JIUYUBAET MPOAYKIMIO MATPUKCHBIX METAJIONPO-
tenHa3. Kpome Toro, 3cTporeHsl OKa3bIBAaIOT
BIUSIHUE HA aHTHOTeHE3 U IMM(aHTHOTeHe3, CTH-
MyIupys BBIpaOOTKY (PakTOpOB pocTa, HAIPUMEP
VEGF (vascular endothelial growth factor, gpaxrop
pocta sHAo0TeNnusa cocynon) [4]. JlaHHbIE MEXaHU3-
MBI OOBSCHSIOT TOT (DAaKT, YTO YaCTO HA4aJIO OoJIe3-
HU WIH €€ 000CTPEHNE aCCOLUUPOBAHO C ICTPOTCH-
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3aBUCHUMBIMHU COOBITHSIMHU, TAKUMU Kak OepeMeH-
HOCTb, IIPUEM 3CTPOTEHCOAEPKALINX IIPENapaToB,
NepuMeHoIay3a, U 3a00JIeBaHUSAMH, aCCOLIMUPO-
BaHHBIMM C TUIIEPICTPOreHUEN. Pe3ynprarsl Kin-
HUYECKUX HAOIIOICHUN TaKKe MOATBEPKIAL0T, UTO
teuenue JIAM gacto yxyamaeTcst Bo BpeMs oepe-
MEHHOCTH [8] Wi Ipy IIpueMe dCTPOreHcoaepKa-
mux npemnaparos [8—10], Torna kak mociie MeHO-
nay3bl WM IPU MOAABIEHUH 3CTPOTEHHOMN aKTUB-
HOCTHU IPOTPECCHUPOBAHNE OOJIE3HU MOXKET 3aMe/I-
nsteest [11].

B crarbe npeacTaBiieH ciay4dail 49-yeTHel JKeH-
IIMHBI C peIKOi BHeerouHoi ¢popmoit JIAM c no-
pa’keHHEM Ta30BbIX U 3a0PIOMIMHHBIX TUM(paTHye-
CKHUX Y3JIOB.

Kiunnyeckuii coay4vai

B ®I'BY «HMHUII AT'TI um. B. . Kynakosa»
JUISL KOHCYJIBTaTUBHOTO [IEPECMOTPA MPEICTaBIECHBI
MUKpOIIpenapaTsl U pe3yJabTaThl JIy4eBbIX METOIOB
WCCJICJIOBAHUS MAIMEHTKU 49 JIeT ¢ HallpaBUTEIb-
HBIM JIMaTHO30M « DHIOMETPHO3 CEPO3HOM 00004~
KU MaTKU. DHIOMETPHO3 Ta30BbIX U 3a0PIOLIMHHBIX
TUMaTUYECKUX Y3II0BY.

W3 anamHe3a U3BECTHO, YTO MAaIMEHTKa 00pa-
TWJIACh HA NPHUEM K TMHEKOJIOry ¢ jXajio00aMu
Ha CKy/AHbIEe MeHCTpyauuu ¢ utons 2024 r., nepuo-
JYeCKUe TAHYIIe 00N BHU3Y )KMBOTA, KYITHUPYIO-
HIHECS] CAMOCTOSITENTBHO.

[Ipu ynpTpa3ByKOBOM HCCIEA0BAaHUH OPraHOB
MaJIoro Tasa Oblia BbISBJICHA MHTPaMypaJibHas Jei-
OMMOMA TeJla MaTKu TUaMeTpoM 18 MM U KHCTO3-
HbI€ U3MEHEHUsI JIEBOTO ssinuHuKa (6omnee 20 posm-
KyJIOB auameTpoM 2-33 MM, 0e3 CTPYKTYPHBIX
M3MEHCHUI).

[To maHHBIM KOMITBIOTEPHOM TOMOTpadun opra-
HOB OpIOLIHOM MOJIOCTH U 3a0pIOMIMHHOTO TPO-
CTpaHCTBa, MapaaopTajJbHO CJIEBa Ha ypOBHE
L3 ompenensnock KUCTO3HOE 00pa30BaHKUE pa3Me-
poM 30 %31 x42 MM, Oe3 IpHU3HAKOB HHPHIETPATHB-
HOTO POCTa B OKPY’KaIOIUE TKAHU U COCYIUCTHIE
CTPYKTYPBI, C TOHKOW I'MIIEPIECHCHON B BEHO3HYIO
(azy Karcysoi 6e3 COIMIHOT0 KOMIIOHEHTa — Hau-
0oJiee BEPOATHO BTOPUYHO MOPAKCHHBIN 3a0pro-
MIMHHBIN TUMdaTryeckuil y3en (puc. 1a). B manom
Ta3y MHOTOKaMEpHBbIE KHUCTO3HbIE 00pa3oBaHUs
000uX IMYHUKOB, pazmepoM 43 x59 x67 MM cripaBa
u 33x56x62 MM cieBa (puc. 10). B S7-8 nedenn
¢nem-remanruoma 0,7 cm.
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[To maHHBIM MarHUTO-PE30HAHCHOI TOMOrpa-
(uu OpraHoOB MaJIOTO Ta3a C KOHTPACTUPOBAHHUEM,
OTIPEEIISIINCh MHOTOKaMEPHBIE KUCTHI O00MX SINY-
HUKOB C CEPO3HBIM COACPKUMBIM (pHC. 2a). CTeHKH
KUCT TOHKHE, 0e3 ManmuJUISIPHBIX pa3pacTaHuid.
Takke ompeaeNsuIuch KHUCTO3HBIE 00pa3oBaHUS
10 X0y HapYy>KHBIX MOB3/OIIHBIX COCYOB C TOH-
KO cTeHKoW pa3mepamu 1,3x2,5 cMm crpaBa u
1,1 x0,8 cM cieBa — MpearnoioKUTEIbHO U3MEHEH-
HbIE TUM(paTHuyecKue y3ibl (puc. 20).

1o naHHBIM peHTreHorpauu OPraHoB IPYIHON
KJICTKH, 0YaroBbIX U HHUIBTPATUBHBIX U3MEHEHHIA
HE BBISIBICHO.

OnHKoMapKkepbl KPOBH: YEJIOBEUECKUHN SITUIUIN-
ManbHbIi O6enok 4 (HE4) — 147,7, POA — 1,85 ur/
mi, CA19-9 — 30,44 ex./mi, ADIT — 7,79 ur/mi,
CA 15-3 —29,15 en./mm, CA 125 — 34,04 ex./mmn,
CA 72-4 — 0,1 ex./mi1, aHTATEH IIJI0CKOKJIETOYHON
kapuuHoMmbl (SCC) — 1,86 ur/miu. PesynbraTs
OLIEHKU pUCKa HAJIWYHS 37I0Kaue€CTBEHHOMN OIyXOJU
AnYHUKa (pacueTHbI anroputv ROMA) B npeme-
Hormay3aabHOM niepuoae — 52,9 %. [TanuenTke ObI-
J1a BBITIOJTHEHA SKCTUPTIALIAS MATKHU C IPUAATKaMH,
nuMpaeHIKTOMHS Ta30BOW 1 TOSICHUYHON 00J1a-
CTH, ylalieHue 3a0pIOIMHHOTO 00pa30BaHus Ma-
paaopTabHOI 00JIACTH ClieBa.

[Ipu KOHCYBTaTUBHOM MIEPECMOTPE PE3YIILTATOB
Jy4EBBIX METOJ/IOB MCCIIEIOBaHMsI ObLIO BBISIBICHO,
YTO MHOTOKaMepHas CTPYKTypa JIByCTOPOHHUX KH-
CTO3HBIX 00Pa30BaHMIA SIMYHUKOB B COUYETAHUU C OT-
CYTCTBHEM COJIUTHBIX KOMITOHEHTOB, TAHIISIPHBIX
pa3pactaHuil U TeMOPParuueCcKux BKIIOYEHUN MO-

OHkornHexkosnoruss N° 32025

Puc. 1. Komnviomepnas momocpagusi opearnos 6pioutHotl
nonocmu, NApeHxuMamosndas @aza KOHMpAacmupo8aHusL:
aKCUanbHLIIL cpes, 6 3aOPIOUUHHOM NPOCMPAHCMEe Cllesd
0m aopmul ONPeOENsIeMcsl He C8A3AHHOE C OP2AHAMU U COCY-
oucmuIMu CmMpyKmypamu 0OHOKAMEPHOe KUCMO3HOe 00pa-
306aHUe 0BAIbHOU (QOpMbL € YMONUEHHOU MeOuaibHOl
cmeHKotl, umerowell ciaboe ycunenue (a), My1bmuniaHap-
Has peKOHCMPYKYUs 8 KOPOHANbHOU NAOCKOCMU, 8 NOIOCTNU
Manozo maza 8u3yanUUPYOMecs 08a MYIbMUIOKYIAPHBIX
KUCTNO3HBIX 00pazosanusl, ucxooswue u3 AUYHUKO8 (0),
(oicenmule cmpenxu)

KET yKa3bIBaTh Ha MX JOOPOKAUECTBEHHBIN AMUTE-
JIMAJIbHBINA TUCTOJIOTMYECKUI THII.

B nononHenne K BelleyKa3aHHOMY KapTUHA KH-
CTO3HO TPaHC(HOPMHUPOBAHHBIX MOJIB3IOLIHBIX U 3a-
OpIOIIMHHBIX TUM(ATUYECKUX Y3JI0B (110 JAHHBIM
MYJIBTHCITUPATHHON KOMITBIOTEPHOH TOMOTpadum)
He OblIa TUITMYHOW JUIs SHIOMETPUOUIHOTO Mopa-
YKEHUsI, TOCKOJIBKY OTCYTCTBOBAJIM TEMOPPAarniecKue

Puc. 2. Maenumno-pesonancuas momoepagus opeanos manozo masa, T2-e36euentoe uz06pasicenue; akCuaibhblil cpes,
08YCMOPOHHUE METKOKUCMO3HbIE 00pA308aHUsl SUYHUKOS (d); 8 KOPOHATbHOU NAOCKOCMU MEIKOKUCMO3HbIE 00pA3068aHUs
SAUYHUKOB, KUCMO3HASL MPAHCHOPMAYUsL HAPYICHO20 NOOB300UHO20 TuMpamuyeckozo yia cnpaea (0) (dcenmas cmpenxa)
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Puc. 3. Mukpockonuueckas kapmuna onyxonesou mKaHU
6 CYOKANCYIAPHOM CUHYCE MA306020 TUMPAMULECKO20 V3Id.
Onyxone cocmoum u3 MOHOMOPQ@HBIX 21AOKOMbIULEUHBIX
xnemok. OKpacka 2eMamoxkCUnuHoOM U 203UHOM, 50%

Puc. 4. [lammepn pocma JIAM-onyxonu. Iiaokomviueutsie
KAemKU, opmupyiowue eHe30Hvle CMpPYKnypbl, pazoenet-
Hvle cocyoucmuimu curycamu. OKpacka eemamoxCuiuHom
u 203unom, 100%

Puc. 5. Jleekas soepnas amunua JIAM-knemox. Okpacka
2eMamoKCUNUHOM U 203uHoM, 400%

BKJTIOUEHHSI, COJTU/IHBIE KOMITOHEHTBI, PU3HAKU UH-
(GUIBTpALUK OKPYKAIOLIEH KJIETYaTKH U CIIaeuHbIe
M3MEHEeHHUS TI0 Tiepudepuu.

B xone n3yuenus udpoBbIX KOMUI MUKPOTIpE-
MapaToB B TA30BBIX U 3a0PIOMIMHHBIX TUMpaTHnye-
CKHUX y3JlaX B CyOKarCyJsIpHBIX CHHYCaX C pacrpo-
CTpaHEHHEM Ha MApEHXHUMY y3J1a BBISBICHBI POCT
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Puc. 6. Pezynomamovi umMmyHo2UCmMOXUMU4eCKo20 Ucciedo-
BAHUSL ONYXOIEB0U MKAHU MA308020 JUMPAMUUECKO20 V3Id.
Honoocumenvuaa ougghysnas yumonnasmamuyeckas 3Kc-
npeccus meiranoyumapHozo mapkepa HMB45 6 cocyoucmuix
cunycax, 100%

OITyXOJIEBOM TKAHU, IPE/ICTaBICHHON BEPETCHOBUI-
HBIMU ¥ SMHUTEIUOUIHBIMU KJIETKaMU C JIETKOH
sJIepHO aTumnuelt, 6e3 MpU3HAKOB MUTOTHYECKOM
AKTUBHOCTH, (hOPMUPOBAHNE KJIETKAMH THE3/IHBIX
CTPYKTYP, Pa3/IeJICHHBIX COCYAUCTBIMA CUHYCAMU
(puc. 3-5).

Janbl pexomenganuu s nposeaenus: UI'X-
MCCIIEJIOBAHUS C MEJIAHOLIUTAPHBIMU MapKepaMu
HMB45 n/unn Melan-A u 11agKOMBIIIEYHBIMA
mapkepamu 0-SMA u necmuna. [1o pesynbratam
MMMYHOTMCTOXMMHYECKOTO UCCIIEIOBAHUS B CTPYK-
Type OIyX0JIEBOM TKaHU OTMEYaJIach MOJOKUTEb-
Hast qUQQy3Has MATOIIa3MaTHUECKas SKCITPECCHs
Mapkepa HMB45 B okpykarommx sH10TeTuaIbHbBIX
KJIeTKax (puc. 6).

Pe3yabrarsl u 00cyx1eHne

C yu4eToM BBISIBIIEHHBIX MOP(GOIOTUYECKUX U3-
MeHeHMi auddepeHianpias TMarHocTuKa mnpo-
BowiIack Mexay JIAM, BHYyTpHCOCYIUCTBIM JIEHO-
MHOMAaTO30M, METAacTa3aMM JIeHOMHUOCAPKOMBI
u [I9Komoii.

JIAM xapakrepusyercs npoaudeparueii Bepe-
TEHOOOPa3HBIX WJIN SIMUTEITUOUIHBIX KIETOK, op-
MUPYIOLIUX COJIUJHBIE WU THE3/IHbIE CTPYKTYPHI,
pasleneHHble COCYAUCTBIMHA CUHYCAaMU, JIOKAJIU3Y-
eTCs B MapeHXuMe JuM(paTHUIeCKUX Y3JI0B H/WIN
B BOpOTax, MOJKAICYJIbHbIX cuHycax. [Ipu ummy-
HOTHMCTOXAMMWYECKOM HCCIIe0BaHuU KieTku JIAM
JIEMOHCTPHUPYIOT KOIKCIIPECCHIO MEJTAHOIIUTAPHBIX
(HMB45 u Melan-A/MART-1) u rmagkombliiey-
HBIX MapkepoB (0-SMA u necmuHa).

B otnuune ot JIAM muist BHyTPUCOCYAUCTOTO
JIeMOMHOMAT03a XapaKTePHbIM PU3HAKOM SIBIISIETCSA
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(dbopMupoBaHHE y3JI0BBIX 00pa30BaHUI U3 pa3HO-
HaIPaBJICHHBIX ITyYKOB [NIaJJKOMBIIIEYHBIX KJIETOK
C YETKMMH IpaHULAMU BO BHYTPHUCOCYIUCTOM
MPOCTPAHCTBE C UHTAKTHOM SHAOTEINAIBHOMN BbI-
CTUJIKOU.

JleriomuocapkoMa, COXpaHsis INI1aAKOMBIIIEYHYO
T depeHInpOBKY, OTIINYAeTCs BBIPAXKEHHOM Kile-
TOYHOW U S/ICPHOM aTUIHEH, BBICOKOM MUTOTHYE-
CKOHl akTUBHOCTBIO (Oonee 15 ¢uryp muTo30B
Ha 10 mosneii 3penus npu ysenunuennu 4004) u na-
JIMYHMEM 04aroB HEKpPO3a, TAaKKe JEMOHCTPUPYs He-
raruBHy0 peakuuto Ha HMB45 u Melan-A.

[19Koma, xak u JIAM, oTHOCHTCS K rpynIe ne-
PHUBACKYJISIPHBIX SIIUTEINONIHOKIETOUHBIX OIyXO-
JIell U XapaKTepu3yeTcsl CXOIHbIM UMMYHO(PEHOTH-
IIOM, BKJIFOYAOLIM KOIKCIIPECCUI0 METaHOIUTap-
HBIX U IJIaJIKOMBIIIEUYHBIX MapkepoB. OJHaKo,
B otimune oT JIAM, mia II3Komer Hanbosee xa-
pakTepeH nudPy3HbI UHPUIBTPATUBHBIA pOCT
C HAJIMYMEM B CTPYKTYpE OITyXOJIEBOM TKaHU TOH-
KOCTEHHBIX COCYJIOB, OKPYKEHHBIX IpOIu(epupy-
IOLUMHU SMUTEINOUIHBIMY KiIeTkaMu. Kpome Toro,
[19Koma peako nopaxkaeT TMM(PaTHIecKyro CUCTe-
My, B oTiinuue oT JIAM, KOTOpbIid IPU CUCTEMHOMN
dbopMe NpeuMyLIEeCTBEHHO BOBJIEKAET JErKue
u mumdarndeckyto cucremy [12, 13].

Ha ocHOBaHuU pe3ynbTaToB JTyYeBbIX METOOB
UCCJIE0BAHMS, BBISIBICHHBIX MOP(OIOrHYeCKUX
0COOEHHOCTEH U pe3ynbTaTOB UMMYHOTHUCTOXU-
MHUUYECKOTO aHaju3a OblI YCTAaHOBIEH JHArHo3
«IlepBuuHBIi TUMPaHTHOMHOMATO3 TUMpaTHye-
CKHUX y3JIOB (Ta30BBIX M 3a0PIOMIMHHBIX ).

CnenyeT nom4epKHyTh, 4TO BHeNIeTouHast (opma
JIAM c nopaxeHueM Ta30BbIX U 3a0pIOLIMHHBIX
nuMpaTHYeCcKUX Y3JI0B MpeACTaBIIseT co00i pen-
KU BapuaHT CUCTEMHOTO 3a0oseBaHus. J[aHHBIHI
KJIMHUYECKUH CiTydall WIUTIOCTPUPYET AUArHOCTH-
YeCKUe TPYIHOCTH, CBSI3aHHBIE C BHENIETOUHOH (op-
Mot JIAM, xoTopast He UMEeT MaTOTHOMOHUYHBIX
IIPU3HAKOB, YTO TPeOyeT MCKIIOUEHUS IIUPOKOTO
CIIEKTpa OIyXOJIeBBIX 3a00neBanuii [14].

[Ipy TMCTOIOTNYECKOM HCCIIEIOBAHUU B IIPE-
CTaBJICHHOM Cily4yae oOHapy)keHa mpoiaudepamus
BEPETEHOBU/IHBIX U SIIUTEITMONIHBIX KJIETOK B CTPO-
Me JIuM(aTUIECKOTo y3i1a ¢ 00pa30BaHUEM XapaK-
TEPHBIX THE3/IHBIX CKOIUIEHUH, pa3ieleHHbIX pac-
LIMPEHHBIMU COCYIUCTBIMU CHHYycaMu. OTCyTCTBHE
BBIPaKCHHOM SIICPHOM aTUITUA M1 MUTOTHYECKOU aK-
TUBHOCTH IIO3BOJIMJIO MUCKIIIOYUTH JIEHOMHOCAPKO-
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My, a XapaKTepHas JoKalu3auus — onnuuTh JIAM
ot I[I9KoMbI 1 BHYTPUCOCYIUCTOrO JIEHOMUOMATO-
3a[12, 13].

HecMoTpst Ha TO 4TO B JIUTEpATYpE ONMUCAHBI
pa3uYHbIE TEPANIEBTUYECKHE MOIXO/IbI K JICUCHHUIO
JIAM, ero cnenupuyueckas Tepanus J0 CUX MOP
0CTaeTCs HESICHOM. XUPYPru4yecKoe JIEUEHUE YaCTO
JTaeT HEYJOBJIETBOPUTEIbHbBIE PE3YIBTAThl Y O0b-
IIMHCTBA NAl[MEHTOB, & BO3MOKHOCTH JIyY€BOH Te-
panuy OCTarTCs CHOPHBIMU U HEAOCTATOYHO U3Y-
YEHHBIMHU [2].

YuuteiBas Ka04eBYyI0 poiib akTuBanuu AKT/
mTOR-cUTrHATBHOTO MYTH U BIUSHUS 3CTPOr€HOB
Ha rporpeccupoBanue JIAM, B KIMHHUUECKOM Ipak-
THKE pacCMaTpHUBaJIaCh BO3MOXXHOCTb IPUMEHEHUS
TapreTHoi Tepanuu HHruouTopamu mTOR-kuHa3BI
(cuponumyc, 3BEpOIUMYC), KOTOPbIE MPOIEMOH-
CTPUPOBAJIN CIIOCOOHOCTH CTA0MIN3UPOBATh TEUE-
Hue 3a0oseBaHus. [lonbITKY MPUMEHEHUsT aHTHUD-
CTPOTE€HHOM TepamnuM, BKJIIOYas MPOrecTePOH,
OBapUO’KTOMHIO M AarOHUCTHI TOHAJIOTPOIMHH-
PHUJIM3HHT TOPMOHOB, TIOKA3aJId HU3KYIO 3(PpeKTHB-
HOCTh [15-18].

B kauecTBe KOHCEpPBAaTHUBHOW TEpalvu TAKKE
MPUMEHSIIUCH arOHUCTHI TOHA0TPOIUH-PUITU3HHT
TOPMOHOB, KOTOPBIE TAK)KE OKA3AIUCh HEIPPEKTUB-
HBIMH ¥ IPUBOMIIN K YXYAIIEHUIO ()YHKIIMH BHEIII-
Hero abixaHus u ocreonoposy [18]. Kpome Toro,
B TE€UEHHE IMOCIEIHUX JIET pacCMaTpUBaIach BO3-
MOYXHOCTb ITPUMEHEHHSI aHTarOHUCTOB PELIENITOPOB
ACTPOreHa, OJJHaKO HauboJee 4acTo MPUMEHSIEMBbIN
npemnapar U3 JaHHOM rpynibl — TaMOKCU(EH, Ha-
000pOT, MPUBOIWI K IPOrPECCUPOBAHUIO 3a00I1e-
BaHUs B PE3yJbTaTe arOHUCTUUYECKOTO JIEHCTBUS
3a MpejesiaMu TKaHU MOJIOUHOM skene3sl [19].

[Ipemaparom HOBOTO MOKOJICHUSI JAHHOU TPpyTI-
bl sBisieTcs pynBecTpant (Daznonekc), KOTOPBIN
MOKa3aJI MOJIOKUTEIbHBINA PE3YJIbTAT Ha MBIIITUHBIX
monensix [20, 21]. On uHrHOUpyeT IKCIPECCUIO Te-
HOB BHEKJIETOUHOT'O MaTPUKCA, YCUICHHYIO 3CTPO-
TEHOM, U CHUKAET aKTUBHOCTh MAaTPUKCHBIX METaJI-
JIOTIPOTEUHA3, TEM CaMbIM IPEISITCTBYSl MeTacTa-
3UPOBAaHUIO OIMYXOJIEBBIX KJIETOK. DTO OTKpPHITHE
MpeJCTaBIsieT cOO0H HOBBIM MOIXOJ K TEpaIuu,
OCHOBaHHBIN Ha OJIOKUPOBAHUU JACHCTBUS ICTPOTe-
Ha. HecMoTps Ha oOHaeKUBAIOIIUE PE3YIBTATHI,
JUTs ToATBep kK AeHUS 3(P(PEKTUBHOCTH U Oe3omac-
HOCTH JIaHHOTO Tperapara HeoOX0IMMO 3aBepliie-
HUE BTOpO# ¢a3bl UcTIbITaHMi [22].
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Jlnarnoctuka BHenerouyHou ¢opmel JIAM Tpe-
OyeT KOMIUIEKCHOTO U MEXIUCIMITTHHAPHOTO TO/I-
X0/1a, BKJIFOYAIOIIEr0 BU3yaIN3a[MOHHBIE METObI
(KT, MPT) u oGs3aTenbHy0 MOP(]OTOTHIECKYIO
Bepuukanuio. B npeacraBieHHOM KJIMHUYECKOM
clydae XMPYprudeckoe yaaleHue MopakeHHbIX
TuM(}aTHYECKUX Y3JI0B SIBUIIOCH OCHOBHBIM METO-
nom nedenusi. OTHAKO MPU CUCTEMHBIX QopMax
3a00J1eBaHMs WJIU B ClTyyae peluuBa 000CHOBAHO
npuMeHenue naruouropos mTOR (cuponumyc,
IBEPOIUMYC), KOTOPBIE JoKa3ainu 3P PeKTUBHOCTH
B cTabunu3anuu 3adoneBanus [6, 8, 15]. [Tepcriek-
TUBHBIM HallPaBJICHUEM TaKXKe OCTACTCs U3yUCHHE

3akiroueHue

3HaYNMOCTb JTMM(AHTHONIEHOMHUOMATO3a [T CIie-
HUAJIMCTOB KIIMHUYCCKOI'O 1 TUArHOCTUYCCKOI'O ITPO-
bt 00ycIoBIeHA PEKOCTHIO 3a00ICBaHMSI, CIIOK-
HOCTBIO JIUATHOCTUKH M OTCYTCTBHEM d(PPEKTUBHBIX
METOAOB JICUCHHUA, a I BCpHOfI IIOCTAaHOBKU JUa-
rHO3a TpeOyeTcs MyJIbTUIUCIUIUTUHAPHBINA MOIXOI.

[IpencraBieHHbIN KIMHUYECKUI CIydaill moj-
YepKHUBaET BaKHOCTH BKItoueHus JIAM B nudde-
pEeHIMATIBHBIN AUAarHO3 MPH 00bEMHBIX 00pa3oBa-
HUSX 3a0pIOMUHHOTO MPOCTPAHCTBA, 0COOCHHO
y JKeHIIUH PenpoayKTUBHOTO Bo3pacTa. Hakorienue
NMo00HBIX HAOMIONEHUN MO3BOIUT YITYUIIUTh TO-

HUMaHHE TaToreuesa Baeerounoro JIAM u ontu-
MH3UPOBATh MOAXO/IBI K €T0 JICHEHHUIO.
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