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Pesome

JIumdanruoneitommomaros (JJAM) — penkoe 3aboseBaHue ¢ MPEUMYIIECTBEHHBIM AUGBMY3HBIM KMCTO3HBIM MOPAKEHUEM JIETKUX Y KEHIIUH.
B Hacrosiiiee Bpemst Ipu IIMPOKOI TOCTYMHOCTH KomTbioTepHoit Tomorpaduu (KT) kKonudectBo nanueHToB ¢ JIAM 3HAUUTETBHO YBETNIMBA-
eTcst. Bece 21O akTyanu3upyeT BaXXHOCTh M 3HAYMMOCTh 3HAHUI O MaHHOI opdaHHO 6oe3Hu. B knmuHnveckoi npakrtuke JIAM BcTpedaetcst
B BUIE CAMOCTOSTEIBLHOTO 3a00JieBaHUs — criopaanyeckuit JAM miam Kak 6oJiblioii mpusHak TyoeposHoro ckieposa (TC) — JIAM, accounnpo-
BaHHbI ¢ TC. Leabio nccienoBaHusl SIBUICS 0030p OCHOBHBIX OOIIWX U Pa3HBIX MPOsiBIeHUI o6onx BapraHToB JIAM. 3akmouenne. Hapsimy
C HaJMuyMeM OOILMX KIMHUYECKUX, PEHTIEHOJIOMMYECKUX U MOP(hOIOrnueckKux yept oba BapuaHTa JIAM MMEIOT U CYIECTBEHHbIE Pa3Inyus.
B cTarbe moapoOGHO 06CyKIal0TCsI OCHOBHBIE OCOOEHHOCTH pa3HbIX (hopm JIAM.

KnioueBble cJoBa: CriopanuvecKuii TuMbaHTHOIeiOMIOMAaTO3, TYOEPO3HBIN CKJIEPO3, KUCTHI B JIETKUX, MYJIbTU(DOKATbHAST MUKPOHOIYJISIpHAST
TUMepIia3ust MHEBMOLIMTOB, aHTMIOMUOIUIIOMA, TUM(paHTHOIeiioMUOMA.

KondmkT unrepecos. KoHMOIMKT MHTEpECOB aBTOpaMU HE 3asiBJIEH.
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Abstract

Lymphangioleiomyomatosis (LAM) is a rare disease with a predominant diffuse cystic lesion of the lungs in women. Currently, with the widespread
availability of computed tomography (CT), the number of patients with LAM is increasing significantly. All this highlights the importance and
significance of knowledge about this orphan disease. In clinical practice, LAM occurs either as an independent disease, sporadic LAM, or as LAM
associated with tuberous sclerosis complex (TSC — LAM), a major sign of tuberous sclerosis. The aim was to present an overview of the main
common and different manifestations of both variants of LAM. Conclusion. Despite the common clinical, radiological and morphological features,
both LAM variants have significant differences. The article discusses in detail the main features of different forms of LAMs.
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Jlumdanruoneitomnomaros (JIAM) — ato opdaHHOe
3a00JieBaHNe, KOTOPOE MTPaKTUIECKHU BCeTaa ImopaxaeT
JIETKYE B BUIe 00pa30BaHMST MHOXKXECTBEHHBIX BO3IYIITHBIX
noJjiocreid — KUcT. B kiimHnueckoit npaktuke JIAM Bctpe-
YyaeTcsl KaK caMOCTOsITe/IbHOe 3a00JieBaH1Ee — CITOpaIu-
yeckuil JIAM unu Kaxk 60Jb110i MTpU3HaK Ty0epO3HOTo
ckiepo3sa (TC) — JIAM, accoumuponanHslii ¢ TC. TC —
MYJIBTUCUCTEMHOE ayTOCOMHO-IOMUHAHTHOE 3200J1eBa-
HUE C BOBJICYEHUEM MHOTUX CUCTEM U OPTraHOB, BKJIIOYAst
TOJIOBHOM MO3T, Ila3a, KOXY, Cepare, MOYKHU, ITeUYeHb,
JIETKHE, XeJTyI0UHO-KUIIEYHBIN TPaKT, SHIOKPUHHYIO 1
KocTHYIO cucteMmbl. O6a BapuanTta JIAM umeroT obiime
YepThl, HO TAKXKE €CTh OTJIUYHS.

IToueMy B KIMHWUYECKOU MPAKTUKE BaXKHO MCXOJ -
HO pa3ImJaTh 00a 3TU 3a00JIeBaHMS, a TAKKE BBISIBIISITH
JIAM y nanuenTtoB ¢ TC? Bo-mniepBoix, JIAM, accouu-
upoBaHHbI ¢ TC, MOXeT nepenaBaTbcsl IO HACJIEACT-
BY, B OTJINYME OT CHOPaAUyecKoro BapuaHTa. B 60b-
muHCcTBe caydyaeB JIAM cTpanaloT KeHIIMHbI, 4aCcTO
PEMpPOMYKTUBHOTO Bo3pacTa. B cBSI3u ¢ 3TUM Hepeako
aKTyaJieH BOMPOC NETOPOXKIEHUsI y OOJbHBIX 3TOM IpyTI-
nbl. B cnyyae Hannuus TC uim nmogo3peHust Ha HEro
BaKHA TeHETUMYECKasi KOHCYIbTAIINS MIPY TNTAaHUPOBAHUM
OepeMEeHHOCTH 1 CBOSBPeMEeHHasl IMpeHaTaIbHasl IMarHo-
CTHKa B cllyyae ee HacTyruieHUus1. Bo-BTOpbIX, pa3BUTHE
KHMCTO3HOTO MOPaKeHUs JIETKNX Y MallUEHTOB BIIUSET
Ha MIPOIOJKUTEIFHOCTD 3KU3HH. B vacTHOCTH, ecTh HaH-
HBIE, YTO cpenu crpanatomux JIAM (Bkirodas cropa-
nuueckuii, a Takxke JIAM, accounupoBaHHblii ¢ TC)
0oJiee BHICOKHMI YPOBEHb CMEPTHOCTH, YeM Y MaIllMeH-
TtoB ¢ TC 6e3 JIAM u B KOHTpOIbHOI Tpytie. M3Bect-
HO, UTO cpenu mauueHToB ¢ JIAM, accoumnpoBaHHBIM
¢ TC, 3a 16-neTHuMi1 nepuon HabIoaeHUS yMepan 28 %
0 cpaBHEHUIO ¢ 15 % — B KOHTpOJIbHOU Tpytre [1].
ITo maHHBIM eIlle OMHOTO UCCICAOBAHUS IIPOIECMOHCTPH -
pOBaHa MEHbIIAs TPOJOJIKUTEIBHOCTD KU3HU (63 roma)
y nauueHToB ¢ JIAM, accouuupoBanHbiM ¢ TC, 1o cpaB-
HeHuto ¢ 6osbHbIMU ¢ TC 6e3 JIAM [2, 3]. Kpome TorO,
JIAM sBnsieTcs OOHONM U3 OCHOBHBIX IIPUYUH CMEPTHU
npu TC Hapsay ¢ 3a001eBaHUSIMUY MOYEK W BHE3aITHOM
CMEPTHIO MpU artuiericun [4—6].

Llenbto uccaenoBaHusl IBUJICST 0030p OCHOBHBIX 00-
LLIMX U pa3HbIX TIPOSIBJIeHU 000uX BapuaHToB JIAM.

Anupemuonorua U natoreHes 3abonesaHui

Cnopamnuecknii IAM u TC — penkue 3aboaeBaHUs.
O6 uctuHHOM pacnpoctpaHeHHocTH JIAM onmHO3-
Ha4YyHO CyAUTh cioxHo. Tak, o naHuuiM E.C. Harknett
et al., pacripoctpaHeHHOCTb JIAM cocTaBiisieT 3—8 ciy-
yaeB [7], a E.Lynn et al. — > 21 cnyyas Ha 1 MJTH XXeH-
muH B Mupe [8]. CpeaHuii Bo3pacT oOpalieHus mamu-
eHTok ¢ JIAM cocrtaBaser 30—45 net [9], Mo naHHBIM
A.B.Yepusxa u coaem. — 41 = 10 net (n = 130) [10].

Yacrora TC B momnynsiimu coctasnsieT 1 : 10 000 (y Ho-
BopoxaeHHBIX — | : 6 000). PacueTHoe uncio 6onbpHbIX TC
B Poccuiickoit @enepanuu cocrapisieT okojo 7 000 ye-
nosek. JIAM Bcrpevaercs y 30—40 % B3pOC/IbIX XKEHILIUH
¢ TC [11]. Coob1aeTcs TakKe 0 pacipoCTpaHEeHHOCTU
JIAM cpenn xeHmH ¢ TC (B OCHOBHOM C MyTaLlUSIMU
BreHe 7.SC2) ot 26 no 50 % [2, 12—16].

Knaccuuecku JIAM cuutaetcs 3ab60eBaHUEM XEH-
IIWH PEIPOIYKTUBHOIO BO3pacTa. B peakmx ciydasx
JIAM moxet nopaxatb MyxuuH ¢ TC (10—38 % ciy4aes),
B OTJINYMeE OT criopaandyeckoro JIAM, KoTophlii BCTpeya-
eTCsl UCKITIOUUTEIbHO Y >KeHIUMH [17, 18].

Cnopaanueckuii JIAM u JIAM, accoumnpoBaHHBI
¢ TC, uaeHTUYHBI ¢ TOYKU 3peHns rmatoreHesa [12]. [pnu
obonx BapuaHTax JIAM oOGHapyX1BalOTCS MyTallMU B TeHe
TSCI vnu TSC2 (Tuberous Sclerosis Complex — TSC).
B HOpMe maHHBIE TeHBI SIBIISTIOTCS €CTECTBEHHBIMU IreHa-
MU-CYIIPECCOpPaMHU OITyXOJIEBOTO POCTA.

TC Bo3HUMKaeT B pe3yabraTe MyTtauuu B reHe 7.5C
1 B '/, ciydaeB (HacIeNCTBEHHbIA BAPUAHT) MEpenaeTcs
KaK ayTOCOMHO-IOMWHAHTHEII IIPU3HAK, TOT/Ia KaK Hece-
MeIHBIC cTyJan (CropaguyecKuii BApUaHT) TIPeICTaBIsI-
10T cO00I 1100 CIIOHTAaHHbIE MyTaLIMU, 100 MO3aULIU3M.
MpubnusurenbHo 10—30 % cayuyaeB TC obycioBieHO
myTtauusMu B reHe TSC 1, nokaau3oBaHHOM Ha 9-1i Xxpo-
MocoMe B JIOKyce 9q34, KOTophIit KonupyeT OeJIOK ramap-
TuH. OCTaJbHBIE CITy9an 00JIe3HN O0YCIOBICHBI MyTallHsI-
MU B reHe 7.SC2, nokaau30BaHHOM Ha 16-ii XxpoMocome
B JIOKyce 16p13, KoTopklii KogupyeT 0eJIoK TyoepuH [11].
Ectb ganHbie, 4yTo mpuMepHo y 70 % nauueHTOB ¢ KIMHU-
yecknM quarHo3oM TC MOXXHO 0OHApYKUTh ITaTOTeHHbIE
BapHuaHThl MyTanuii B reHax 7.SC2, a npumepHo y 10 % —
B TSC1; y octanbHbix 20 % manmeHTOB MyTallysl He BbISIB-
JIeHa 1M 00HAPYKEeHBI N3BMEHEHNSI HEM3BECTHOTO 3HaUe-
Husa. Mytaums B T.SC2 yanie MMeeT TEHIEHIINIO BBI3bIBATh
KJIMHUYECKU OoJjiee TsKenoe 3abojieBaHue, YeM Apyrue
MYTalli, 0COOCHHO B OTHOIIEHWY HEBPOJOTUUECKUX,
ITOYEYHBIX 1 JICTOUHBIX MIpOosIBIcHMI 0601e3HM [19, 20].

Cnopannuecknii JIAM — sto HU3konudpdepeHn-
poBaHHOE HOBOOOpa30BaHUE, BhI3BAHHOE MOHOTEHE-
TUYECKOW coMaTUUeCKOi MyTalueit morepu (pyHKIUU
B TSCIvinmu TSC2, npuBoasuieii K aktnaim mTORC1
(mammalian Target of Rapamycin — mTOR). OnHako my-
Tauuu B reHe 7.SC B HacTosIIIee BpeMsi OOHApYKMBAIOTCSI
TOJBKO y YaCTU NauueHToB [21].

Wnuag cutyaums y nanueHToB ¢ TC. Puck mmoBTop-
HOTO pOXKIEHMsI 00JILHOIO pedbeHKa cocranisieT 2 % npu
criopagndeckom TC, ipu HacieactBeHHOM — 50 %. Ecnu
€CTb MMOJ03PEeHME Ha HaclieACTBeHHbII XapakTep TC (rpu
HaJIMIWU TTOA03PEHMS WIIM TTOATBEPKICHHOTO TMarHO3a
TC y oyny1eit matepu, OTIa WA POACTBEHHUKOB), He-
00X0AMMO TIPOBOAUTHL FEHETUUECKYIO AUarHocTuky TC
elie Mpu IiaHupoBaHUM 6epeMeHHOCTH. [ToaTBepXKaeH-
HBII HacencTBeHHBIN TUTT TC IBIsIeTcss OCHOBaHUEM IUTSI
NPOBEICHNSI NHBA3UBHOM ITPEHATAIbHOM IMAaTHOCTUKHU.
Taxcke ipu mogo3peHuu Ha TC y miioga peKoMeHIyeTcst
MpoBeneHue 3xokapauorpacdun Ha cpokax 20—24 Hen. 6e-
PEMEHHOCTH JIJIsT UCKITIOUCHMS paOIOMUOMEI CepAlla KaKk
pacrpocTpaHeHHoro 6onbinoro npu3Haka TC ¢ 20-it He-
JieJiu 0epeMeHHOCTH 10 poxaeHus [11].

Myrtaiug B rene 7.SC1 vunu TSC2 npuBOIUT K TUTIEP-
aKTWBAIIMY KMHA3bI, KOTOpAsT Ha3bIBaeTCs «MUIIICHD para-
MunmHa y mitekonurarmonmx» mTOR. mTOR — peryssitop
MHOXKECTBEHHBIX KJIETOUHBIX (DYHKIIUI, BKIIOYAIOIINX
POCT, COKPaTUMOCTb M BEDKMBaHME KJIETOK. TakuM obpa-
30M, Korna (hyHKIIUS TyOeprHA WJIM TaMapTUHA TepseTcs,
aktuBHOCTb MTOR cTaHOBUTCS HEOTPAHUYEHHON U 3T
MPOIIECChl CTAHOBATCS HepeTyaupyeMbiMu [22].
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KnuHnyeckue nposBneHnsa

IIpu o6oux BapuanTax JIAM BcTpedaroTcs JIETOUHbBIS
U BHEJICTOUYHBIC TIPOSBICHUS 3a001eBaHusI. CUMITTOMBI
u nipusHaku JIAM pasznuuaroTcsl B 3aBUCMMOCTH OT BO-
BJieueHHbIX opraHoB. [1pu TC naToysornueckue usmeHe-
HUS IMEIOT Pa3HYI0 PacIIpOCTPAaHEHHOCTD B 3aBUCUMOCTH
OT BO3pacTa TaimueHTa (taon. 1).

BaxxHo otMeTUTb, uTO HU 0fHO NposiBieHne TC He saB-
JISIeTCS TTATOTHOMOHWYHBIM; COUYETaHWE OTpeIe/IeHHBIX
MIPU3HAKOB JIeJIaeT AUarHo3 0ojee HameXKHBIM. JInarHo-
ctruaeckre Kputepun TC ObLIM BIEPBBIE TPEIIOXKESHBI
B 1998 r. Ha 1-i1 MexayHapoaHOI KOHCEHCYCHOI KOHde-
PEHIIUM TT0 TUATHOCTUKE, HAOIIONEHWIO M BEACHMIO TTa-
nueHToB ¢ TC n o6HoBeHsbI B 2012 1. [18]. Beigensrorces
oonbine v Majble ipu3Haku TC (tadur. 2).

OxkoJ10 96 % naunenToB ¢ TC UMEIOT OIMH WX He-
CKOJIbKO KOXXHBIX NPU3HAKOB 0oJie3Hu, y 90 % BbISIB-
JISIIOTCSI U3MEHEHUSI B TOJIOBHOM M03re, 84 % 0O0IbHBIX
CTpaJaloT IWIENCHUENL, Gosee yeM y 60 % auarHoctTupy-
eTcs maTojorus nmoyvek, y 50 % — ramapToMbl ceT4aTou
000JI0UKU U JrCcKa 3pUTesibHOTO HepBa [11].

JIAM, acconmmpoBanHslii ¢ TC, gaie mpoTteKaeT oec-
CHMIITOMHO (Y My>KUMH OH MPaKTUIECKU OECCUMITTOMEH),
yeM criopaguyeckuii JIJAM [23], v yalie amarHocTUpyeTCst

Tabauua 1
Bospacm 6oabnbix k nepuody manughecmayuu cumnmomos
myb6epo3nozo ckaepoia

Table 1
The age of patients at the manifestation of symptoms
of tuberous sclerosis
Bospact Mpu3Hak / cumnTom
C 20-# Hepenu Pa6pomvoma cepaua
rectauum
R0 pPOXAeHUs
MNepuHatanbHbIi CybaneHavManbHble y3nbl | onyxonu mosra
nepuoa
MHoXecTBEHHbIe KUCTbI NOYeK
CuHApoM wpw
®nbposHble BnAwKN Ha nby
nunenTuyeckue NpuUcTynbl in utero
Mepuop ®okanbHble aNUNENTMYecKUe NPUCTYNbI C BTOPUYHOM
HOBOPOXAEHHOCTN | reHepanu3auven unu 6e3 TakoBoM
o 1ropa WHdanTunbHbIe cna3mbl | cuhapom Becta
TMnonurMeHTHbIE NATHA Ha Koxe
3aziepxka NCUXOMOTOPHOTO Pa3BUTHS
['amapTombI ceTyaToi 060noyky rma3
Do 5 net CuHapom JleHHokca-TacTo
AyTi3m, HapyLieHus 0ByyeHus
Anrvodmbpombl nnua
6-12 ner YMCTBEHHas OTCTaNoCTb, TAKENOe TeYEHUe ANUNencuu;
cybaneHAMManbHbIe Y3nbl, TUraHTOKNETOYHas
acTpouuToma
B3pocnbie HopmanbHoe ymcTBeHHOe pa3BUTHE, ecnu He Gbino
JNUNENCcUK; aHTMOMUONMNOMbI NOYEK (0CNOKHEHMS —
rematypus 1 KpoBOTeYeHMS)
JIAM, nHeBMOTOpaKC, AbXaTeNbHasA HE[OCTaTOMHOCTb

Mpumeyanme: JJAM - numdaHroneinoM1omaros.

MpU aKTUBHOM CKpUHMHTe. ONHAKO CIeyeT OTMETUTbD,
yT0 JIAM siBJIsIeTCSI TIEpBBIM COOBITHEM Y 28 % MallMeHTOB
¢ TC [24]. Onnako Hepenko y maueHTox ¢ JIAM, acco-
rpoBaHHBIM ¢ TC, MOTYT OTCYTCTBOBATh KJIIACCUYECKIE
ocobeHHoctu TC, BKJI0OYass KOTHUTUBHBIE HapYLIEHUS
U CyIOpOTH, T. €. «bosee msrkas» Bepcus TC [25], xots
9TO He Bceraa Tak [26]. HepBHO-KOXHBIE ITPOSIBJICHMUS,
tunmaHbIe Wit TC (aHrmo(rOPOMEI, IarpeHEBHIE TISITHA,
KOpPTHUKaJIbHbIE OyTOPKHU, CYyA0POTU, KOTHUTUBHBIE HAPY-
LIEHUS U T. [I.), OTCYTCTBYIOT Mpu criopanuyeckomM JIAM.

B ximmHMYecKoit KapTrHe HanboJIee YacTO BBISIBIISIIOT-
cs1 jerouHble nposisieHust JIAM, a UMEHHO — OJbIIIIKa,
IMHEBMOTOpPaKc, XujaoTopakc. PecriupatopHbie mposiBiie-
Hus criopanuyeckoro JIAM u JIAM, accouMupoBaHHOTO
¢ TC, cxoxu. OmHaKo yalle JIerTo9HbIe XKatoowl ipu JIAM,
accouuupoBaHHoM ¢ TC, aBisroTCs 00J1ee MO3THUM MPO-
sapieHreM TC, BO3BHUKAIOT OOBIYHO B MIEPUOJ OT IMO3AHE-
ro MOAPOCTKOBOTO BO3pacTa 10 B3POCIOM XU3HU, Yalle
B 30—40 neT y mauieHTOB ¢ 0oJiee JISTKUMU TIPOSIBICHU -
svu TC (Harmpumep, 63 KOTHUTUBHBIX HAPYIICHUI WU
CyIOpOT), MPOTEKAIOT MsITYe U JIeTye.

JlumpaTuyeckre ocioXHEHUsI, TaKUe KaK XUJIOTO-
pakc, XWie3Hblii aCLUT U JIMMOAHTUOJEHOMUOMBI (I00pO-
Ka4eCTBEHHBIE OITYXOJIM, 3aIIOJTHEHHBIE TUMGbaTUISCKOMN
SKMIKOCTBIO, Yallle 3a0pIOIIMHHOTO MTPOCTPAHCTBA 1 Ta3a)
MEeHee pacrnpocTpaHeHbl y naiueHToB ¢ JIAM, accoru-
npoBaHHBIM ¢ TC, 4eM y TTallMeHTOB CO CIIOPATUTIECKIM
JIAM [27].

YacToe BHeJIeroOYHOE MPOSIBJIEHUE MTPU JIIOOOM KU -
HuvyeckoM BapuaHTe JIAM — aHTMOMUOJMITOMbI TTOYEK —

Tabauua 2
Ilepeuunvie u 6mopuunbile npusHaxKu mybepo3nozo
cKaeposa

Table 2
Primary and secondary signs of tuberous sclerosis

MepBuyHbIe
(6onbluve)
NpU3HaKK1

Anrnocdmbpombl nnua (2 3) unn pubposHble GnAwwkm Ha noy
TMnonurmeHTHbIE NATHA (2 3; 2 5 MM B AnameTpe)
HetpaBmarnyeckue okonoHorteBble (hubpomb! (2 2)
YyacToK «warpeHeBoi Koxu»

MHoXeCTBEHHbIE raMapToMbl CETHaTKK

KopkoBble aucnnasum (2 3): kopkoBble Ty6epbl  MUTpaLyoH-
Hble TPaKThl B 6eNoM BellecTBe rofoBHOr0 Mo3ra

Cy6aneHguManbHble y3nbl (2 2)

Cy6aneHanManbHas rMraHTokneTo4Has acTpoLuTomMa
Pabpomnomb! cepaLia MHOXECTBEHHbIE UMM OAMHOYHbIE
JTAM nerkux

MHoXeCTBEHHbIE aHTMOMUONMNOMBI NOYekK (2 2)

BropuuHble
(manbie)
NpU3HaK1

MHorouucneHHble yrny6nexus B amanu 3y6oB (2 3)
®ubpombI B nonocTu pra (2 2)

[amMapTOMbI BHYTpEHHMX OpraHoB

AxXpomaThyeckmit y4acTok CeT4aToil 060n0YKM rnasa

MsATHa TMNa KOHETTH Ha KoXe

MHOXeCTBEHHbIE KUCTbI NOYeK

Mpumevarme: JJAM — numdaHruoneiioMmomaros.
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JI0OpOKaYeCTBEHHAs! ME3eHXUMaJIbHAs OITyXO0Jib, COCTaB
KOTOPOW B pa3INUHBIX COOTHOIICHUSIX MPEICTaBICH
JKMPOBOM TKAHbIO, BEPETEHOOOPA3HBIMU, DIIUTEIUOWI-
HBIMU U [JIAAKOMBIIIEYHBIMU KJI€TKAMU, aHOMaJIbHBIMU
TOHKOCTEHHBIMU KPOBEHOCHBIMU cocyaaMu. [Tpu JIAM,
accouupoBaHHoM ¢ TC, Takue oImyXoJii MoYeK BCTpeva-
1otcs B > 80 % ciiydaeB 1 4acTo ObIBAIOT IBYCTOPOHHUMMU,
MHOX€ECTBEHHBIMU, KPYITHBIMU 10 CPABHEHUIO CO CIIOpa-
nuyeckumu JIAM (y 30 % GonbHbIX) [9].

KomnbtotepHasi ToMorpadhus opraHoB rpyaHON KneTku
BbICOKOO pa3peLueHus

Hns cnopanuyeckoro JIAM u JIAM, accounMnpoBaHHOTO
¢ TC, K1CTHI B JIETKUX SIBJISTIOTCS OTJIMUUTEILHOM YepTOit
W3MEHEHU 10 JTaHHBIM KOMIbIOTePHOI ToMorpadun
BbIcokoro paspelieHus (KTBP) opranos rpynHoit KiaeTku
(OTI'K). Kuctsl, xapaktepHble 11 JIJAM, TOHKOCTEHHBIE,
nuddy3HbIe, KPYIIbIe, YeTKO OUepUYCHHBIE, TBYCTOPOH-
HUE, paclpoCTpaHEeHHbIE, Yallle 0e3 10JeBoro mnpeodia-
nanwus (puc. 1).

Ectb manuwle, yto mist JIAM, accouupoBaHHOIO
¢ TC, xapakTepHO MEHBIIIee KOJTUIECTBO KUCT, YeM IIPU
crnopangndeckoM BapuanTte [27], a mpu JIAM Ha ¢pone TC
Y >KEHIIIMH KUCThl MOTYT ObITh 0OJIbIlIe U MHOTOYMCIIEH-
Hee, YeM y MYXX4uH [16].

ITpu TC TakKe XapaKTepHBIM JIETOUHBIM IIPOSIBIIC-
HueMm no fanHbIM KTBP OI'K gaBnsieTcsa mynbTrugoKaib-
Hasi MUKPOHOIYJISIpHasl TUIepIIa3us MHEBMOILIMTOB
(MMTTI), obycnoBaeHHasi ouaroBoii npoaudeparu-
eit anbBeosounToB Il Tunma. MMI'TI MmoxxeT BO3HUKATh
y?/, mauuenTos ¢ TC, ¢ IAM nnu Ge3 Hero, a pu Cropa-
nuueckoM BapuaHTte JIAM HaOmonaetcst penko [28]. JaH-
HbIEe U3MEHEHMS BU3YATM3UPYIOTCS KaK MHOXXECTBEHHEIE
LIEHTPUJIOOYJISIPHBIC TUTOTHBIE OYaru paamMepoM 2—10 MM,
pasdpocaHHBbIE 110 JIETKUM B CiIydaiiHOM nopsiike [29—32].
MMITI He uMeeT reHAepPHBIX MPEANOUYTEHNI, OOBIYHO
MPOTEKAET OECCUMMNTOMHO U 6€3 MPOrpecCUupoBaHUS BO
BpEeMEHU 1 OOHAPYKMBACTCS KaK CIyJaifHas HaxomKa ITo
nmanHeiM KTBP OT'K [15] (puc. 2, 3).

Korpa cneayet nofospeBatb / UCKMOYaTb
numdatrnonenomuomaros?

JIAM creayet noao3peBarh / UCKIIOUYATh B CISIYIOLINX
ciyJasx:

* IIpU IPOTPECCUPYIOLIEH OBILIKE MIPKU (PU3NIECKOM
Harpy3Ke Yy XeHIIIH C TTPOSIBIICHUSIMY, HETUITMYHBIMHU
st XOBJI unu OpoHXUanbHO acTMBbI;

* TIpU CIIy9aiflHOM OOHApy>XKeHUU aHTHOMHOJUIIOMEI,
JMMGaHTHOIETOMUOMBI, KUCT B JIETKUX ITO pe3yJib-
tataMm KT opraHoB OprollIHO¥ MOJIOCTH

* Y HeKypSILIMX KEHIIMH MOJIOJOTO U CPEHEro Bo3pacra
C TTHEBMOTOPAaKCOM;

* B CJIydYae XMJIOTOpaKca M / WX XUJIC3HOTO acIuTa He-
SICHOTO XapakTepa;

* Y KEHIIMH 18 jieT u crapiie ¢ TYOepO3HBIM CKJIEPO-
3oMm [33].
3HaunMble ocobeHHocTH JIAM, accCouMUpPOBAaHHOTO

¢ TC, mo cpaBHeHMIO co criopannueckuM JIAM npen-

CTaBJIeHbI B Ta0J1. 3.

-

Puc. 1. KoMmbloTepHasi ToMorpaMma OpraHoB IPYIHOM KIeTKH: KUCThI
B JIETKUX U XMJIOTOPAKCOMBI NP TUMGbAHTHOIEHOMIOMATO3e

Figure 1. Computed tomography of the chest: cysts in the lungs and
chylothoraxomas associated with lymphangioleiomyomatosis

[OnarHocTtuka

Jwnarno3 TC ycTaHaBamMBaeTCs ¢ BBICOKOI CTETIEHBIO 10-
croBepHocTH (onpeneneHHbIi TC), ecau MpUCYTCTBYET
MyTauusi B ofHOM u3 reHoB 7.SC uiau ecTb 2 O0JbIINX
KIMHUYECKUX TIpU3HaKa WIN | GONBIION U > 2 MajbIX
KJIIMHUYECKUX MpU3HaKoB. Bo3moxkHbIll nuarHo3 TC
CTaBUTCSI, €CJIM BCTpeUaeTcsl 100 TOJbKO 1 OObIIOI
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Puc. 2. KomrbpioTepHasi ToMorpaMMa OpraHoB IPYIHOM KJIETKU: MYJIb-
TH(dOKATbHAS MUKPOHOLYJISIpHAS TUIIEPIUIA3Ksl ITHEBMOLIUTOB IIPU
TyOEpPO3HOM CKJIEPO3€e

Figure 2. Chest computed tomography scan showing multifocal micro-
nodular pneumocyte hyperplasia associated with tuberous sclerosis

MpU3HAaK, 100 TOJBKO 2 MajbIX MpU3HaKa (cM. TabJ1. 2)
OOBIYHO TeHETUYECKOE TECTUPOBAHNE He TPEOYETCS ISt
MOATBEPXKIeHUS ian uckiodeHuss TC, HO MOXeT ObITh
TOJIE3HBIM JUISI JIUILI, KOTOPbIE HE COOTBETCTBYIOT KJIUHM-
YyecKuUM kputepusm [18].

ITpu xapakTepHBIX KUCTaX B JICTOYHOI TKAHU 110 TaH-
HeiM KTBP OI'K B couetanuu ¢ Hanuuuem TC ycTaHaB-
nusaetcsa JIAM, accouuupoBaHHblii ¢ TC.

¢
g%
o R

Puc. 3. KomImbioTepHasi TOMOrpaMMa OpraHoB IPYIHOM KJIETKU: KUCTbI
B JIETKUX U MYJIbTU(OKATbHAST MUKPOHOIYJISIPHAS TUTIEPILIA3KST ITHEB-
MOLIMTOB TP TYOEPO3HOM CKJIEpO3e

Figure 3. Computed tomography of the chest: cysts in the lungs and
multifocal micronodular pneumocyte hyperplasia associated with tu-
berous sclerosis

JlnarHocTuka criopagnueckoro JIAM moxeT ObITh 00-
JIee CJI0XKHOI 110 cpaBHeHMIO ¢ JIAM, acColMrpoOBaHHBIM
¢ TC. Ipu xnuHnYeckoMm noao3peHun Ha JIAM nuarHo3s
CMopanyecKoro BapuaHTa MOXeT ObITh YCTAHOBJIEH TTPU
BBISIBJIEHUM TUTTMYHBIX KUCT B JIETKUX 110 1aHHbIM KTBP
OT'K 1 HaTMYMKM OTHOTO U3 CIAEAYIONINX MPU3HAKOB:

* cBoiicTBeHHOI JIAM maronornyeckoit KapTUHbI B OMO-
rTare JIerkoro;

*  AHTHMOMUOJIMIIOMBI,

* XMJIE3HOTO BBINOTA B IIEBPAJIbHON WU OPIOLIHOMN
MOJIOCTH;

s JMM(AHTUOJEHOMUOMBI MJIU TUCTOJIOTUUECKUX TTPU-
3HaKoB JIAM nipu Guoncum JuMpaTuIecKoro y3na;

* IIpM YPOBHE SHAOTEINAIBHOTO (DaKTOpa pocTa COCy-
noB-D B ceiBopoTke (VEGF-D) > 800 nir / mu [34].
BaxxHo TmiaTeabHO cobupaTh aHaMHe3, OLIEHUBATh

OOBEKTUBHEBIN CTaTyC W TaHHBIC JTaOOPAaTOPHO-UHCTPY-

MEHTAJIBHBIX UCCIICIOBAHUN IJISI UCKITIOUEHUS IPYTUX

albTepHATUBHBIX AUArHO30B AUM HY3HOr0 KMCTO3HOIO
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Tabauua 3

3uauumote ocobennocmu /twndmueuwleﬁomuomamos*a, aACCOUUUPOBAHHO020 C myﬁeposnbm CKAepo30MmM, no CPAGHEHUIO

€O cCnopadu4ecKum AUM@PanH2uoAeLoMUOMANOZ0M
Table 3

Significant features of ymphangioleiomyomatosis associated with tuberous sclerosis complex compared with sporadic

Mpu3taku
leHeTMyeck1e 0cobeHHOCTH 3apoabiwesble MyTauuu B TSC1 unu TSC2

Bonee pacnpocTpaHenbl myTaummn TSC2

JIAM, accouumpoBaHHbIf ¢ TC

Iymphangioleiomyomatosis
Cnopapauyeckun JTAM
Comatunyeckue mMyTauum TSC2 B nopakeHHbIX OpraHax

MyTaumun TSC1 kpaiiHe penku

Anupemuonorus

KnuHuyeckas kaptuna

Ha momeHT nocTaHoBK#M guarHo3a 6onee monogon Bo3pact

Mory'r CTpagatb MyX4MHbI, 4acTo 6eccuMnTomMHO

MeHee cumnTomaTiyHa. Yalue CNOHTaHHbI NHEBMOTOpAKC

WckniounTenbHO y XKEHLUMH, Yallie MOMOAO0ro U CPeaHero
Bo3pacTa

OpbilwKa, CNOHTaHHbIN NHEBMOTOPAKC, HepeaKo BbIABNAETCA

naumeHToB ¢ TC
KT OrK
mmrn
BHeneroyHble NposiBneHuns

Mpu3Haky akcTpatopakanbHoro TC

®BA HopmanbHas chyHKUMA nerkux BCTpeyaeTcs yaile

YposeHb VEGF-D B cbiBopoTke
kpou (> 800 nr / mn)

MoBbiweH y 6onee yem y 95 % nauueHToB
Bonee BbICOKMe KOHLIEHTpaLum

loka3sanus k npuMeHermio
uHrnoutopa mTOR

Mporto3 Kak npaBuno, 6onee msrkui

Yale KucTbI B nerkux HEMHOTrO41CIeHHbI, 0c06eHHO Y MyX4uH

AHTHOMMONUNOMBI NoYeK (0cOBGEHHO ABYCTOPOHHME) U NeYeHN

Bo3MOXHbI 06CTPYKTUBHbIE HApyLUEHUS BEHTUNALMM
1 CHKeHMe Andhchy3MOHHOI CoCOBHOCTM Nerkux

Te xe nokasaHus, 4to U npu cnopaguyeckom JIAM

MoxeT GbITb Noka3aH Npy BHeNeroyHbIx nposienexmsx TC

Kak cnyqav'lnble KUCTbI NPK BU3Yyanu3auuu

Hepenxo BbISIBNAETCA NP CKQUHUHTOBOM obcneaoBaHum

MHorouucneHHble KUCTbI B NErkux

nMMQ)aHrMOﬂeﬁOMVIOMbI W XUNOTOPAKC BCTPEYaKTCA Yalle

Hapywerue BeHTURALMM Nerkux no 06CTPYKTUBHOMY TUMY
1 CHUKeHVe Andhy3UOHHON CNOCOBHOCTY NerkMx BCTpeyatoTes
Yaue

Bo3moxHa HopManbHas (yHKUMA Nerkux

MoBbIweHHbI# ypoBeHb Y 60-70 % nauuneHToB

Y CUMNTOMHBIX NauMeHToB ¢ HapyweHHoi OB (O®B, < 70 %)
1 | UK XUne3HbIM BbINOTOM

Yaue NPOBOAUTCA TPAHCNaHTaLMA Nerkux

Mpumeyanve: TAM - numdbanrvoneriomiomaros; TC — TybeposHbiii cknepos; KT — komnbioTepHast Tomorpadpusi; OTK — opramel rpyaxoit knetku; VEGF-D ((vascular endothelial growth factor D) -
3HpoTenManbHsiit haktop D pocta cocynos B cbiBopoTke kposi; mTOR (Mammalian Target of Rapamycin) - NpoTeNHKMHA3a CepUH-TPEOHUHOBOM cneLdiHocTH; ®BL — yHKUMS BHELUHEro
Abixarg; MMITT — MynbTuchokanbHas MAKDOHORYNAPHaS TUnepniaans nHeemowuTos; OB, — 0BbeM BhopcupoBaHHONO BbiGOXa 3a 1-10 CeKyHAY.

3a00JieBaHMUs JIETKUX, B MIEPBYIO OUepellb TMCTUOLUTO3a
U3 KJeTok Jlanrepranca, cuHapoma bepra—Xorra—/b1o0e,
JUMGbOLIMTAPHON MHTEPCTULIMATBbHON THEBMOHUM.

NeyeHne

Tepanus JIAM no 2008 r. B o0cHOBHOM Obljla OCHOBaHa
Ha MEPOIPUSITUIX IO OTKa3y OT KypeHMs, BaKIIMHa-
LMY Y UCKITFOUCHUH TIpreMa SK30TeHHBIX 3CTPOTCHOB,
a TaKke peKOMEHIAIIMSIX OTHOCUTEILHO aBUAIIepesIeTOB,
MMHeBMOTOpakca u bepeMeHHocTH [34]. [To3aHee B ¢BsI3U
C BBISIBIEHHBIMU MYyTalMsSIMU B reHax npu JIAM Hayu-
HBI aKLEeHT ObL HanpaBjieH Ha UHruouTopsl mTOR.
B mae 2015 r. YnpaBieHueM 1o KOHTPOJIIO KauyecTBa
MUILEBBIX MPOAYKTOB U JE€KapCTBEHHBIX cpelncTB (Food
and Drug Administration — FDA), aB 2016 r. — B Poccuii-
ckoit depepanuu 1 aedeHns naeHToB ¢ JIAM ObL1
on00peH cupoaumyc. B HacTosiiee BpeMst CUpOJIMMYC —
WUMMYHOAENpPecCcaHT 13 rpynmnbl uHruoutTopos mTOR
Ha3HavaeTcs ST TPpOGWIAKTUKI OTTOPXKEHUST TPaHC-
IJIAHTATOB OPTaHOB, JieueHNS JIAM U Teparu B3pOCIbIX
C TIEPUBACKYJISIPHBIMU SMTUTEINOUTHOKICTOYHBIMHU OITY-
xoJisiMu. Ha cerogHsIIHUMI IeHb CUPOIUMYC SIBISIETCS

eIMHCTBEeHHBIM MHTHOUTOpOoM MTOR, 0m06peHHBIM
st mauueHToB ¢ JIAM Bo BceM mupe. PekoMmeHayeTcst
HCITOJIb30BaTh CUPOJUMYC Y TTaliieHToB ¢ JIAM c Hapy-
HIeHHOW (pyHKIIMEel Jerkux (00beM (popCUPOBAHHOTO
BbIOXa 3a 1-10 cekyHay < 70 %), a TakKe ¢ XUJIe3HBIM
BoInoToM [35]. Xotst unrnourop mTOR acddexTrneH mis
cTabmiu3alnuu (PyHKIMOHAIBLHOTO COCTOSIHUS JIETKUX,
CKOPOCTh CHVXXEHUST (YHKIIUM JIETKUX BO3OOHOBIISIET-
cs TIPeKHUMHU TeMITaMHU TI0CJIe IIPeKpaIleHus mprueMa
npemnapara [36], mockosbKy nHrnourop mI'OR oGmagaer
LIUTOCTATUYECKUM, a HE LIUTOTOKCUYECKUM 3(PD(PHEKTOM
Ha JIAM-kneTku.

Hng nedyenuss TC omoOpeH ApYroi MHIUOUTOP
mTOR — sBeponumyc. OH 3 (HEeKTUBEH B JICYSHUN pa3-
JIMYHBIX posiBiaeHuit TC, BKIoyas cyoaneHauManbHbIe
TUTAaHTOKJICTOYHBIE aCTPOLIMTOMBI, KOKHBIC U3MEHEHUSI,
JIAM, aHTMOMUOIUTIOMBI, TIOUSYHOKJIETOUHBINA PaK M T10-
JINKUCTO3 TOYeK, a Takke cBs3aHHbIe ¢ TC anuierncuu,
YMCTBEHHYIO OTCTanocTh U ayTu3M [37]. I1o cpaBHeHUIO
C CHPOJIMMYCOM 3BEPOJIMMYC UMEET 0oJiee KOPOTKUIA
MIePUO TTOTYBEIBEICHUS U JYUIIYI0 OMOIOCTYITHOCTb,
YTO JeJIaeT €ro MHTEPECHBIM BapMaHTOM JJIST TTAIleH-
TOB, OXXUAAIOLINX TpaHCcIUIaHTauuto [38]. It mauueHToB
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co cnopagnyeckuM JIAM mipueM aBepoiumyca — Tepanus
«BHE UHCTpYyKUUW» (off-label).

3aknioyeHue

Cnopaanueckuii JAM u TC — MHOrorpaHHbIe peaKue 3a-
00JIeBaHMSI CO 3HAYUTEIBHOI reTeporeHHOCThIO. [1o naH-
HBIM OOJIBIITMHCTBA PETUCTPOB U MCCIICAOBAHUI OTMEUEHO
npeo0biagaHue MalKeHTOB CO CIIOPaINYeCKUM BapraHTOM
JIAM. OpHako cpenu namnueHToB ¢ TC pacnpocTpaHe-
HbI JIerOYHbIE MPOsIBJIeHUs1, 0c00eHHO JIAM, KOTOpBIii
SIBJIIETCSI OMHOM M3 OCHOBHBIX IIPUYMH 3a00JIeBAEMOCTH
u cmeptHocTy npu TC. CornacHo MeXayHapOaHBIM pe-
KOMEHIALIMSIM 10 TUAarHOCTHKE, HAOIIOICHUIO U Bele-
Huto manueHToB ¢ TC (2012), HeoO6X0IMMO ITPOBOAUTH
CKPMHUHT IIJIST TIOMCKA KUCT B JIETKUX y TTaltueHToB ¢ TC
¢ 18 netr mocpeacrsom KTBP OT'K kaxabie 5—10 net
y 0€CCUMIITOMHBIX JIML U KaxXable 2—3 roga — nocje 00-
Hapy>KeHUsI KUCTO3HOTO TTOPAXKEHMSI, HApSIIy C eXKeToI-
HBIM IIPOBEICHUEM ITO3UTPOHHO-3MUCCUOHHOM TOMOTpa-
(buu 1 6-MUHYTHOTO 111aroBoro Tecta [39]. AHaJIOrMYHBIM
obpazom, EBporieiickuM pecriupaTtopHbIM O0ILIECTBOM
(2010) mo muarHOCTHKE M JeueHUIO JIAM KeHIIMHAM
¢ TC B Bo3pacre 18 et pekomeHayetcst mpoBoauTh KTBP
OI'K; B cliyyae OTCYTCTBUSI KMCT B JIETKMX 3KCIEpTaMU
pexkomenayetcst mosToputh KTBP OI'K B 30—40 net [34].
HecmoTtpst Ha opdaHHOCTH 000X 3a00JI€BaHU, B apce-
HaJie Bpaueit ecThb a(p(peKTBHAsI ITaToreHeTn4ecKas Tepa-
nus — uHruoutop mTOR, KoTophiit moka3zaH maureHTaM
C KIIMHWYECKUMU 1 (PYHKIIMOHAJTBEHBIMU HAPYIIICHUSIMMU.
Bce 310 nemaeT akTyaaTbHBIM BOITPOCHI PaHHEH JMATHOCTH-
K1 060omx BapraHTOB JIAM 1 cCBOeBpeMEHHBIX JICYEOHBIX
1 TPOUIAKTUYECKUX MEPOTTPUSTUI IJTs YIydIlIeHUS Ka-
YeCTBa U MTPOIOKUTEIbHOCTHY XKU3HU TTAllMEHTOB.
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