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ITHEBMOTOpAaKC.

JIumpanruoneitomrnomaros (JIAM) — penkoe 3a6oeBa-
HHME C TIOpaXeHUEM JIETKUX U JTUMOaTUIecKoil cucre-
MBI, BCTpeYaroIeecs MOYTHA UCKITIOUNTEIBHO Y XKESHITUH
M pa3BUBAIOIIECEeCs OOBIYHO 10 HACTYILJICHUSI MEHOIIAy-
3bl [1]. Mopdonornyeckum Mapkepom JIAM sBisercs
oOHapyXeHMe B TTOPaKEHHBIX OpTaHax creu@uiecKux
IJIs1 9TOoro 3abojieBaHus KieTok — JIAM-kiietok. Mop-
¢oaornueckum cyocTpaToM OOJIE3HU SIBISIETCS MYJIBTH-
dokanbHag y3ao0Bas MNposudepalus crenubudeckux
JIAM-kJeToK, pacrosararomascs MpeuMyluieCTBEHHO
10 XOay TUM@MATUIECKUX COCYIOB M B TUMMDATUICCKIX
y3JaxX, COYeTamIascs B JIETKMX C KUCTO3HOHN mepe-
CTPOIKOIt ero mapeHxumsl [2].

Knunuueckasa kaptvHa JIAM cknanbiBaeTcs U3 Jie-
TOYHBIX ¥ BHEJICTOYHBIX IIPOsiBJieHN . K 1eroaHbIM mpo-
SIBJICHUSIM OTHOCSITCSI IIPOIrpeccUpyloliasi KUCTO3Has
MepecTpoiiKa MapeHXUMBbI JIETKUX C PA3BUTHEM PELIMI -
BUPYIOIINX ITHEBMOTOPAKCOB, XMJIE3HOTO TJIEBPAIBHOTO
BBITIOTAa ¥ (POPMUPOBAHNEM B MCXOe 3a00JI¢BaHUS JIbI-
xaTenbHO HemoctaToyHOCTH [1]. Cpeny BHEIETOUHBIX
MpOosIBJIEHUI HauOoJiee YacTo BCTpedaroTcs Jumdane-
HOTMATHsl, pacliupeHne U YTONIIeHue TUMGbaTUIeCKux
COCYyIOB, 00pa3yIOIINX IIeIble KUCTO3HBIE KOHTJIOMEepa-
Thl ¥ TO3TOMY Ha3bIBaeMBbIX "NMUM@paHTHoJeiioMrUOMa-
MK", "XUJIE3HBIM acIUTOM" U "aHTMOMMOuIIoMamMu” [1].

Boigenstorcs 2 Bapuanta JIAM — criopaauyeckuili u
COYETaHHBIN ¢ Ty0epo3HBIM ckiiepo3oM (TC). Cnopanu-
yeckuii JIAM u JIAM couerannsiii ¢ TC (JIAM-TC)
Mopdosiornyecku Hepasiuuumsbl [2]. Brnepseie crnopa-
nudeckuit JIAM 6b11 onucaH B 1937 1. [3]. Pacnipoctpa-
HEHHOCTh criopaguueckoro JIAM cocrasnster 1—2 ciy-
yasg Ha | MJIH B3pOCJBIX XEHIIWH, uiau | ciayyail Ha
400 ThIC. B3pOCabIX XeHIIMH [4, 5]. PacnpocTtpaHeH-
HocTb xe JIAM cpenu 6oabHbIX TC coctapnsiet 30—40 %
B3POCJIBIX KEHIIUH [4—6].

TC — reHeTnyecku JeTepMUHUPOBAHHOE 3a00eBa-
HME, HaclieayeMoe 110 ayTOCOMHO-TOMUHAHTHOMY THUITY
U OTHOCSITIIEECS K TPYITe HEPOIKTONEPMATIbHBIX Hapy-
IIeHWH. YYUTHIBAsST MYJBTUCUCTEMHOCTh ITOpaKeHUI
npu TC, 310 3a001€BaHNe TaKXKe IIPUHSATO HA3bIBATh TY-
0epO3HO-CKIEPO3HBbIM KOMILIEKCOM (tuberous sclerosis
complex — TSC). TC, unu 60one3ub bypHeBuuiss—IIpuH-
IJIsI, — ayTOCOMHO-IOMUHAHTHOE 3a00JIeBaHNE, OTHOCS -

meecs K (hpakoMaTo3aM — CUCTEMHBIM HacJeACTBEHHbBIM
JUCTUIA3USIM, CBSI3AHHBIM C HApYyILIEHUEM 3aKJIaJKU K-
TOACPMAIBHOTO 3apOMIBIIIEBOTO JIMCTKA M XapaKTePU3y-
1o111eecsi KOMOMHUPOBAHHBIMM OITYXOJIEBUIHBIMU TOpa-
KEHUSMU KOXM, TOJIOBHOIO MO3ra, TIJIa3HbIX $I0JI0K,
cepaua, mouek u jerkux [7]. Kpome TC, k rpynme dako-
MaTo30B OTHOCSTCS Helipodmbpomaro3, i 00JIe3Hb
PexnunrxayseHa, cunapom Crepxka—Bebepa u 601e3Hb
Tunnens—JIuHaay. Y4uTeiBasi To, YTO paclpoCTpaHEH-
HocTh TC, o pa3HbIM JaHHBIM, KOJIEOJIETCS U COCTaB-
nget ot 1 cirydast Ha 30 TBIC. B3pOCaoTo HaceyneHus [8] 1o
1 cnyyag Ha 150 ThIC. B3pociioro HacejieHus [1], mmo ca-
MbIM NTPUOAM3UTENBbHBIM TToncueTaM, JJAM-TC BcTpeua-
eTcsl mpuMepHo B 3—17 pa3 vaille, 4yeM criopaguyecKuii
JIAM. I1oaTOMY BIIOJIHE 3aKOHOMEPHO, UTO CaMoOe Tep-
Boe (B 1918 1) onmucanue 3toro 3aboneBaHus [9] ObLIO
nocasieHo uMeHHo JIAM y 6onbHoro ¢ TC, 1. e. JIAM,
accoiuupoBaHHoMY ¢ TC, KOTOpBI 3HAYUTEBHO Yalle
BCTpeyaeTcsa B momysiunn. OmHakKo, HECMOTPST Ha TO,
YTO TOYTH '/3 maumeHToB, cTpamatomux TC, uMeroT
peHTreHojornyeckue nmpusHaku JIAM Jerkux, BriepBbie
BBISIBJIEHHBIE MPU KOMITbIOTEPHOM TOMOIpadusi BbICOKO-
ro paspeuierust (KTBP), Toiabko y 2—3 % 13 HUX B Jaib-
HelileM pa3BuBaeTcs cumnroMmaruka JIAM [10, 11].

YuuThiBasg nMeronIMecs: OMcaHus ciiydyaeB, TOMUMO
EBponbl, 13 FOro-BocrouHoit Azuu, Anonuu u Cesep-
HOUM AMEpUKM, MOXHO TOBOPUTh O TOM, 4To JIAM mo-
paxaeT Bce 3THUYECKUE TPYINbI HaceleHus 3emnu [4,
12—14].

Otuonorusa u natorees JIAM 1o KOHIIA HEU3BECT-
HbI, ONHAKO, MPUHMMAsE BO BHMMaHUe OOJIbIIYIO pac-
MPOCTPAHEHHOCTh 3TOT0 3a00JIEBAHUS CPEIM JIUIL, CTpa-
natoiux TC, BO3HMKAET MbIC/Ib 00 MX 3TUOJOTUYECKOM
U / WU maToreHeThyeckoM cxonctse. Ha poactso JIAM
n TC yka3pIBaeT HATMINE MHAKTUBUPYIOIINX MyTallNii B
ogHux u Tex ke reHax — reHax TC (TSC1 u TSC2). ITpu-
yeM MyTallMM B 9TUX F'eHaX UMEIOT MeCTO Kak npu JIAM,
accoiuupoBaHHoM ¢ TC, Tak ¥ NpU CHOPagUYECKOM
JIAM [15]. Ognako, ecin TC saBasieTcss HacleACTBEH-
HBIM 3200JIeBaHMEM 1 HAaCJEAyeTCsl IO ayTOCOMHO-I0-
MUHAHTHOMY TUITY, B CBSI3M C Y€M JIJISI HETO XapaKTepHa
paBHas1 BEPOSITHOCTb BCTPEUaeMOCTH KaK Y MY>KUMH, TaK
W Yy XKEHIIUH, TO 1151 criopaanyeckoro JIAM xapakTepHo
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TO, 4TO OOJIEIOT UM TOJIBKO XEHIIMWHKI [1] 1 He onmrcaHbI
cllyyau Tiepegadu 3abojieBaHMS "TO HACIEeACTBY' — OT
Marepu K nodepu [16]. Tenst TSC1 1 TSC2, mo cBoeii cy-
TH, SIBJIIIOTCSI TEHAMU-CYIIPECCOPAMHU OITyXOJIEBOrO POC-
Ta M KOOUPYIOT CHHTE3 OCJIKOB raMapTMHA M TyOepuHa
cooTBeTcTBeHHO [7]. B cBOIO Ouepenn, ramapTuH-TyOE-
PUHOBBI KOMIUIEKC ITOIABJISIET M30BITOYHBIN KJIETOY-
HBII pOCT Yepe3 MUIICHU IS pallaMULIMHA MJICKOITATA-
oimux — mTOR (mammalian target of rapamycin).
Myrtauuu B reHax TSC1 u TSC2 npuBoASIT K CHUXKEHUIO
HOPMaJIbHOM aKTUBHOCTW TaMaTpUH-TyOepUHOBOTO
KOMILIEKCA U, CJIEA0BATEIbHO, K YMEHbBIIIEHUIO KOHTPO-
JIS HaJT TIpostrpepalieil KIeToK, poOCT KOTOPBIX KOHTPO-
JIMPYETCs TIOCPEICTBOM 3TOro MexaHusma [7]. His cro-
paguyeckoro JIAM Gojiee xapakTepHa MyTallvsi B TeHe
TSC2, kotopas O6blj1a BbISIBJIEHA B KJIETKax MalMEHTOK,
MOJYyYEeHHBIX U3 JIeTKMX [15], KpoBu, Mouu [17] 1 xunes-
Ho¥ TieBpanbHO kunkoctu [18]. Tem He MeHee MyTa-
us reHa TSC1 tak e Oblj1a onvcaHa y 00JbHBIX CIlOpa-
nuueckuM JIAM [19]. Takum ob6pazom, natorenes JIAM
cxofeH ¢ maroreHe3oM TC: BCIIeACTBHE MyTallid TeHOB
TSCI1 u TSC2 uMmeeT MeCcTO HapylIeHUE PETYISIUNN My-
™™ MeTabonu3ma mTOR [15, 19, 20]. Pe3ynbratom 3TOTO
sBJIsIeTCcsl 0Opa3zoBaHue nomnyasunu JIAM-KieTok.

IIpu MuxkpockomnuyeckoM ucciaemoBanuun JIAM-
KJIETKU JOCTATOYHO BapraOebHbI, HO HA CETOMHSIITHUI
JIEHb 10 BHEIITHEMY BHUY BBIIEIISIOT, KAK MUHUMYM, 2 UX
CyOTOTy ISIIMK: HEe3peJble TIaTKOMBIIIIEUHbIE U JTTUATE-
JIMOMIHBIC, a TAKKE MHOXKECTBO IIPOMEKYTOUHBIX (POpM.
[IpeniecTBeHHUKY, a CIEAOBAaTEIbHO, ¥ TUCTOJIOTUYEC-
Kasli mpuHamiexHocTh JIAM-K/IeTOK Heu3BeCTHBI, IO-
CKOJIbKY, C OJHOW CTOPOHbBI, OHU 3KCIPECCUPYIOT TIajl-
KOMBIIIICYHBII aKTWUH, XapaKTepHBIM IS MUOIIUTOB
rJagKuX MBbILIL, a ¢ APYroil — OejoK MpeMeIaHoLMTa,
KOTOPBII BBISIBIISIETCS TTOCPEICTBOM ITOJIOKUTEIBHOMN
peakuuu ¢ HMB-45 (MOHOKJIOHATbHBIMU aHTUTENAMU
Human Melanoma Black-45) n comepkaT IIpeMeIaHOCO-
MBI — Mapkepbl IUGEEPpeHIUPOBKU MeJTaHOLUTOB.
IIpeacTaBuTEIbCTBO MapKepoOB MEJaHOLMTOB MOXKET
HaBOAWTH HA MBICJTb 00 MX TIPOMCXOXKICHUN U3 HEPBHO-
ro rpedHs1, moatoMy JIAM-KJIeTKH, BHEIIIHE HATIOMMHA-
IoIIMe 3MUTEeNNANbHbBIE, XOTS U HEe MMEIOIINEe ¢ HUMU
OoJsiee HUYETO OOIIEro, KJacCUUIMPYIOTCS Kak Mepu-
BaCKYyJISIpHbIE SMUTEIMOUIHBIE KAeTKu [21, 22].

I[IprHMMasT BO BHUMaHME TOT (PaKT, YTO OCHOBHBIM
MaTOTeHETUYECKUM MEXaHU3MOM IIPOIrpecCUpOBaHUS
JIAM sBnsgercd OeCKOHTpOJibHAs MYJbTU(hOKaAIbHAS
y3noBas npoiudepanus JJAM-KIIETOK, a Tak Xe "TeHe-
tnyeckasa”" obuHocTh JIAM ¢ TC — raMapTOMHBIM, T. €.
"OMyxoseBOIog0OHBIM" 3a00JIeBaHUEM, COBEPILIEHHO
€CTECTBEHHO BO3HMKAeT MBICJb 00 OIpeneJeHHOM
poactee JIAM c onyxoneBbiMU mpoueccamu. Kiac-
CHYECKMMH TIPU3HAKAMU "3JI0KAa9eCTBEHHOCTH' SIBJISI-
oTcd: 1) HaauyMe aBTOHOMHO MPOJUGEepUPYIOUIEro
0ecCMEPTHOIO KJIOHA KJIETOK, BOJIOLIMOHUPYIONIETO
B CTOPOHY HE3aBHCUMOCTM KOHTPOJISI OT OPraHU3Ma;
2) cIToCOOHOCTh K MHBAa3MBHOMY POCTY 1 3) MeTacTa3u-
poBaHue [23].

CormocraBisiss 3T KPUTEPUM, XapaKTepU3YmoIlue
3J7I0KaYECTBEHHbIE HOBOOOPA30BaHUS, C MUMEIOLIUMUCS
Ha CETONHSIIHWI IeHb TAaHHBIMU, ITOJYYCHHBIMHM TIPHU

HabmogeHuu 3a mauueHTamu ¢ JIAM, MOXHO BBISIBUTh

OIpeAeICHHOE CXOACTBO IO BCEM 3 MYHKTaM:

1. Mopdoaornueckum cyocrpatom JIAM sBrasieTcs
OIMyX0JieBONMoA00HBI pocT JIAM-KIIETOK, 1O HEKO-
TOpPOM cTeneHu OeCKOHTpoabHbIM. JIAM-KiIeTKH,
MOA00HO KJIETKaM MHOT'MX 3JI0KaueCTBEHHBIX OITYXO0-
JIe, 3KCIIPECCUPYIOT COCYIUCThIN IHAOTEINATbHBIN
poctoBoii dakTop D (Vascular Endothelial Growth
Factor-D — VEGF-D) [24], 6naromapsi KOTOpoMy
MOAIEePKUBAETCSI aHTMOIeHE3 B y3/ax, o0pa3oBaH-
HbIX JIAM-kieTKaMu.

2. B momnw3y "uHBa3zuBHOCTH" pocta JIAM-KIIETOK CBU-
NIETSIBCTBYET MOBHIIIIEHHOE COMEpKaHNEe B HUX ChI-
BOPOTOUYHOTO OTBeTHOro ¢hakropa (Serum Response
Factor — SRF) 1 MaTpuKCHBIX MeTaJJONpOTEenHA3
(MMII). SRF yBenuuuBaet skcnpeccuo MMII 2-ro
(kommarenaza IV) u 14-ro (MemOpaHOCBsI3aHHAs
MMII) tunos, conepkanue Kotopbix mpu JIAM mno-
BbIlnaeTcs [25, 26]. Kak u3BecTHO, cTeleHb WHBa-
3UBHOTO POCTa M METACTA3UPOBAHUS OIYXOJIEBBIX
KJIETOK OIPEACNISIIOTCS MX CIIOCOOHOCTBIO pacIIell-
JIATb KOMITOHEHTBI 9KCTPALEJUTIOJIIIPHOIO MaTpUKCa,
TakMe Kak 0a3ajibHble MeMOpaHbl U KOMITOHEHTBI
MEXTKaHEeBOI CTPOMBI (KOJUIareH, 3JacTUH, JIAMU-
HUH U T. 1I.), 9TO JOCTHUTAeTCsS C ITOMOIIBIO ITOBHI-
meHHoro cuHte3a MMIT [27]. B otnnune ot MHOTMX
MPOTEOJUTUYECKUX (PEPMEHTOB, CIOCOOHBIX pac-
IIETUISITh OTAENbHbIE KOMITOHEHTHI 3KCTpalEesUIIo-
JsipHoro martpukca, MMII paspymaior Bce ero
CTPYKTYPBI, YTO U TTO3BOJISIET OITYXOJIEBBIM KJIETKaM
BHEAPSTHCS Ha TEPPUTOPUIO Ipyrux TkaHed. Kpome
TOro, Hapsily C yBequueHueM skcnpeccuu MMII,
npu JIAM oTrmeuaeTcsl CHUXKEHHE YPOBHSI TKAaHEBBIX
nHruoutopoB MMII 3-ro tuna (TIMP-3). Ognako
cjenyeT OTMETUTh, YTO TMOBbIIeHUE YpoBHS MMII
ObUIO BBISIBJIEHO U IIPU APYTMX MHTEPCTULAATbHBIX
3a00JIeBaHUSIX JICTKMX, TAKUX KaK MIAMOTATHISCKUI
JIEro4YHbIN prbpo3 u capkonmo3s [28].

3. B monn3y Teopun "moOpoKavyeCTBEHHOIO METacTa3u-
poBaHus" JIAM [29] cBunerenbcTBYeT TOT (hakT, 4TO
JIAM-K7eTKku 6uornTara Jerkux U KJIeTKU aHTMOMMO-
JINTIOMBI TIOYKM Y MarMeHTKu ¢ JIAM umenu oo1iyio
MYTallMIo, a CJIeAoBaTebHO, U O0llee MPOUCXOoXIe-
Hue [15]. [Iupoko u3BecTeH ciydyait peuuarsa JIAM
B JOHOPCKOM JIETKOM IIOcjie TpaHcIuranTaimm [30].
Kpowme Toro, kierku ¢ mytauueii B rene TSC2 Obln
BBIIEEHBI U3 KPOBU M MouH [17], a Tak ke Xujie3Hoit
TUIEBPAJIBHON XuaKocTu 0onbHbIX [18]. Tem He me-
Hee cjemyeT OTMETHUTh, 4TO MapaUleJIbHO TEOpUH
"H100pOKaUYEeCTBEHHOTO METacTa3upoBaHUsS" Bce Tie-
peulrclieHHbIe BbllIe (haKThl HEKOTOPBIMU UCCIE0-
BaTeJISIMUA TPAKTYIOTCS B paMKaX TUITOTE3bl O TOM,
YTO mpeaiecTBeHHUKU JIAM-K1eToK npeacTaBIeHbl
W [UPKYJIUPYIOT B KPOBOOOPAILIEHUH.

Hapsiny c BbIIEN310KEHHBIM, B COOTBETCTBUU C Ha-
KOTUIEHHbIMM Ha CErOIHSIIHUN IeHb (haKTaMU, B 3THO-
JoruM U mnporpeccupoBaHuu JIAM ormnpeneneHHYIO
pOJIb, BEPOSITHO, UTPAIOT XKEHCKHE TOJIOBbIE TOPMOHBI,
KOTOpbIE PETyIUpPYIOT TPAHCKPUIIIMIO MHOTMX TEHOB,
a TakK € MOTYT UTpaTh POJib CTUMYJIa B Mpoaudepaunu
u murpauuu JIAM-KiIeToK B Apyrue OopraHbl M TKaHU.
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B monb3y 3TOTO MpeaInoaoXeHusl CBUIETEIbCTBYIOT T1e-

peurcleHHbIe HIKe (haKThI:

1. 3aboneBaHue pa3BUBAETCS MOYTH UCKIIOUUTEIbHO Y
XXKEHIIUH JETOPOJHOrO BO3pacTa W MOYTU BCeraa
CHMIITOMATHKA ACOITUPYET 10 HACTYIUICHUS MEHO-
nay3bl [31, 32]. IlepBbie CUMIITOMBI 3a00JieBaHUS
MOSIBJISIIOTCS, Kak MpaBuiio, nocie 30 Jiet, a cpeaHuit
BO3pacT Ha MOMEHT MOCTAHOBKM IMAarHo3a OObIYHO
coctaBnseT 41—43 rona [32, 33]. ITocme HacTyrute-
HUsI MEHOIIay3hl 3200J1eBajli B OCHOBHOM T€ >KEHIIIH -
HbI, KOTOpbIE HaXOAWJINCh Ha 3aMECTUTEILHOM Tepa-
MUM 3cTporeHamu [5, 12].

2. Jle6loT m obocTpeHMs 3a00JieBaHUS MOTYT OBITh
CIIPOBOIIMPOBAaHbI OEPEMEHHOCTBIO U JIEYCHUEM 3CT-
poreHaMu, a TOocjie HACTYIJIEHUsSI MEHOMay3bl WU
yIajJeHus1 SUYHUKOB MporpeccupoBaHue 3abosena-
HUs B psife cinydaeB 3amensiercs [34—36]. [Tauesmo-
Topakc 0oJiee YacTo pa3BMBAETCsI BO BpeMsl OepeMeH -
Hoctu [12].

3. B pomnoJyiHeHUE KO BCEMY BbIIIECKA3aHHOMY, IPUMep-
HO B IIOJIOBMHE CJIy4aeB IIPU IPOBEICHUN MMMYHO-
TUCTOXMMUYECKOIo rccaenoBanusl Ha JIAM-kieTkax
BBISIBJISUIMCH TOBEepXHOCTHBIE PRs (rmporectepoHo-
Bble) U ERs (acTporeHoBbIe) peuenTopsl [37, 38], uTo
TaK Xe CBHIETEIbCTBYET B IT0JIb3Y TOPMOHAIBHOI 3a-
BUCHUMOCTH 3abosieBaHus. [1o JaHHBIM OT€YECTBEH-
HBbIX aBTOpoOB, 3kcmnpeccusi JIAM-kinetkamu PRs
u ERs ObLta BoisiieHa B 80 % ciyuaes [39]. Pesio-
MUPYSI BRIIEU3IOKEHHOE, CICIyeT ITOMYEePKHYTh, UTO
JIAM mopaxkaeT MOYTH MCKITIOUUTEABHO >XKECHILIMH.
Ha ceromusiniHuii 1eHb B TUTEpaType MpeacTaBIeHO
OMUCaHUE TOJBKO 5 ciydaeB JIAM y MyX4nH, KOTO-
pble UMEeJIA TUCTOJIOTUIECKOE TTOATBEPKACHIE THAar-
Ho3a. B 3 u3 Hux peus nuta o JJAM-TC, nmockonbKy
MMeJ MECTO IUArHO3 JOCTOBEPHOTO WJIM BEPOSITHOTO
TC [40, 41]. B 1 cayyae onuchiBajcs Me3eHTepUalb-
Hblii JIAM, [OMarHOCTUPOBAHHBIM Yy MYKUMHBI
¢ cunapomomM Kusitndenbsrepa [42], v auib B 1 co-
o0uieHnn ObL1 omucaH ciydyaid JIAM y MyXYUHBI
C HOPMaJIbHBIM KapUOTUIIOM W 0e3 SIBHBIX T'€HETH-
yecknx pokazarenabet TC [43].

Takum 00pa3oM, Ha OCHOBAaHMU BBILIETIPUBEICHHBIX
JMIAHHBIX MOXHO TOBOPUTb O TOM, YTO B IMaTOreHe3e
u niporpeccupoBaHun JIAM Ha cerogHsSIIHUI AEHb
OoJipllIOe 3HAUYeHUe TpuaaeTcs nomyiasuuu JIAM-kne-
TOK, KOTOpbI€ 00J1aa10T (DeHOTUIIOM, CITOCOOHBIM K Oec-
KOHTPOJIBHOMY POCTY, 3KCIIPECCUM TOPMOHAJIBHBIX pe-
LIENTOPOB, Tporea3 U (HaKTOPOB POCTA, BKIIOYAS
COCYIVCTHIN SHIOTEINAIBHBIN (haKTOp pocTa, 1 0b1ama-
IOIIIMe METaCTaTUYECKUM MTOBEICHUEM.

IMponudepanusa JIAM-KIeToK UMEET MECTO B OC-
HOBHOM B ITAPEHXUME JIETKWX U JIMM(DATUIECKOM CUCTe-
Me. B nerkux mameHeHUs HocAT nUGY3HBIN XapakTep
W TIPOSIBIISIIOTCS MYJBTU(POKAIBHON Y3JI0BOM IPOJIU-
depanueit JAM-KeTOK, KOTOpasi COYETAETCS C KUCTO3-
HOU MEepecTpoKOoil mapeHXUMbl, CBSI3aHa C mpoJude-
pauueit nuMdatuyeckux cocygoB [44] m OOBIYHO
pacroJiaraeTcsi BOKPYr HUX, a TaK X€ MOAIJIEBPaIbHO
U B aJIbBEOJIIpHBIX cenTax [2]. Kpome 3Toro, mpu mMop-
(osornueckoM MccaenoBaHUM TKAHU JIETKUX OMUCAHBI
pacmmpeHHbIe TUM(MATHIeCKUE TTPOTOKH, IPEerMYIIe-

CTBEHHO B TiieBpe [45], m obOpa3zoBaHue JIMMGpaHTHO-
JIEHOMHOM OCEBBIX (pacIojiaraloIuxcs BI0Jb OCH TYJI0-
BUILA) JUM@PaATUYECKUX COCYAOB IpyaHoi kietku [50].
CrnenctBueM TaKUX U3MEHEHUH SIBJISIIOTCS KIMHUYECKUE
CUMITOMBI M CHUHAPOMBI, COCTaBJISIIOIINE JICTOUYHEIE
MposSBIeHUSI 3a00JIeBaHMSI U NOMMHUPYIOIIME B €r0
KJIMHUYecKol kapTuHe. CaMbIM YacTbIM MPOSIBJIEHUEM
nopaxeHus jerkux npu JIAM, no ganHbeiM 10 Haubomee
KPYITHBIX 0030pOB, SIBJISIETCS OJBILIKA, BCTPEYAKOIIascs
B 87 % ciydyaeB U MHOTJAa aCCOLIMMPOBAHHASI CO CTPUIO-
PO3HBIM AbiXxaHueM [2]. BeposiTHO, oabllKa SIBJISIETCS
cleACTBUEM HapylieHUs: AM(PADY3MOHHON cTOCOOHOCTH
nerkux (TLCO), koropas y 82 % nalueHTOB CHUXAETCSI
YK€ Ha HaYaJIbHBIX CTaausIX 00JIe3HU U / MJIM OPOHX000-
CTPYKIIMU, MOCKOJBbKY Iaxe MPU HETSKEJIOM TEeYEeHUU
JIAM cHMXXeHHBI moka3zaTeb o0beMa (popcUpoOBaHHO-
ro Beimoxa 3a 1-10 ¢ (O®B,) umelor 58 % GonbHBIX [4,
46].Y 65 % GonbHbIX JIAM B TeueHue 00JI€3HU pa3BUBa-
eTcsl THeBMOTOpakc [2], mpuieM y 4 % u3 HUX OH ObIBa-
€T 2-CTOPOHHUM [47] 1 TOCTATOYHO YaCTO PELIUAUBUPY-
rormM [12]. ITpu aToM obpaniaet Ha cebss BHUMaHUE TOT
(axT, 4TO IMHEBMOTOpPaKC y 601bHbIX JIAM yaiie pa3Bu-
BaeTcs BO BpeMst bepeMeHHocTH [12]. Okouo 51 % Goib-
HbIX JIAM mpenbsBsioT Xajlo0bl Ha Kalllesib, KakK Mmpa-
BWIO CyXOH, HO Ha 0oJjiee MO3NHUX CTAAUSIX OOJNE3HU
OBbLIO OTMEYEHO TPHUCOCANHEHUE BBIACAECHUS MOKPOTHI
U yJallleHre MOBTOPHBIX PeCTMPaTOPHbIX MHMEKIUHA [2].
XapakTepHoli ocobeHHOCThI0 JIAM gBasgeTcss yactoe
pa3BUTHE XWJIE3HOTO IIEBPAJIbHOTO BBINOTA, KOTOPBIM
BhIsIBIIsIETCS Y 28 % GonbHbIX JIAM [2], B TO BpeMs Kak
10 YacTOTe BCTPEYaeMOCTHU B 0OOIlIel CTPYKTYpe BHINOTA
B IUIEBPAJIBHYIO MOJOCTh XWJIOTOPAKC 3aHUMAET OJTHO U3
nociieTHnX MecT. YacToe pa3BUTHE XUJIOTOPAKCca B KITH-
Huuyeckoit kaptuHe JIAM npu cTOJIb pEAKOM €ro pa3Bu-
TUU BCJIEACTBUE NPYTUX 3a00JIeBaHUI MO3BOJIMIIO OTHEC-
TU €r0 K KPUTEPUSIM TUATHOCTUKU 3TOTO 3a00JIeBaHUS
[1, 2]. OH aBnserca cneacTBueM obcTpykumu JIAM-
KJIeTKaMU JTUM(PaTAIECKUX COCYIOB I'PYIHOM KICTKU —
TPYIHOTO MPOTOKA, JUM@PATUYECKUX COCYAOB ILIEBPbI
WK cpeaocteHusd [1], moaTomMy mocje acnupauuu Kuji-
KOCTHU U3 IJIEBPaIbHOM MOJOCTU XUIoTopakc rpu JIAM
MMeeT TeHIEHLMIO OBICTPO peuuauBupoBaTh [12, 48].
V¥ 22 % nun, crpagaromux JIAM, BcTpeuaeTcst reMobTH3
Kak cieacteue ooctpykuuu JIAM-KiaeTKaMu JIeTOYHbIX
KanwuisipoB, ay 7 % — xwiodTr3 Kak MposiBeHUe Ha-
pYILIEHUS TTPOXOAMMOCTH KaNUJIJISIPOB Jerkux [32].

BHenerounsle mpossiaeHus JIAM BkiItoyaroT B ce0dst
nopaxeHue JUMGATUYECKONH cUCTeMbl (JTUMdaHTuo-
JIEHOMUOMBI 1 JTUM(OAICHOIIATHS), AHTHOMUOTUTIOMBI
1 MEHUHTHUOMBI.

Uto Kacaetcs mopaxeHUsl BHEJEroyHoul JumdpaTu-
YECKOU CUCTEMBI, TO OCOOEHHO XapakTepHbIM i JIAM
SIBJIICTCSI TIOpaXXeHWEe B OCHOBHOM KPYITHBIX OCEBBIX
JTuM@aTUUEeCKUX COCYIOB OpIOLIHONM TIOJOCTH, Ta3a
U peTPOIEPUTOHEATBHOTO MTPOCTPAHCTBA, KOTOPBIE CTa-
HOBSITCS YTOJIIEHHBIMU U PACIIMPEHHBIMU, & B HEKOTO-
pPBIX CcJydyasix MOTYT 3aKynopuBaTbcs JIAM-kieTka-
mu [49, 50]. Haubonee crneunduyeckum nopaxkeHueM
JuMmdaTryeckoit cucteMsl y 60JbHBIX JIAM City>XuUT 00-
pa3oBaHue JUM@PaHTUOIEHOMUOM — CKOIUIEHUS KHC-
TO3HO YBEJIMUCHHBIX W PACIIMPEHHBIX JIMM(PaTHICCKIX
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COCyI0B, KoTopoe BoIisiBisgercsa y 21 % maumenTos [51,
52]. PaspeiB nmumdanruoneitomuom B 10 % ciaydyaeB
MPUBOIUT K 00pa3oBaHUIO Xujae3Horo acuuta [53]. Tlpu
CXOXHUX U3MEHEHMSIX B TMM(ATUISCKUX COCydax Mode-
BOTO MY3bIPS TTOgBIIsIeTCS Xunypus [54]. Takke nMeror-
Cs1 OTIMCaHUSI XUJIOTIepUKapaa, XOTsl OTMEUYaeTcs, 4YTO OH
peaKo ObIBaeT KIMHUYECKU 3HAUMMBIM [1].

Y 40 % nanuentoB ¢ JIAM BbisBisieTcs aumboae-
HOTIATHsI C MIPEUMYIIECTBEHHBIM ITOPasKeHUEM PeTpoIIe-
PUTOHEAIBHBIX, PEXKE Ta30BbIX, TUMGMATUUECKUX y3JI0B,
a Takke JTUM(aTUUECKUX y3JI0B, HAXOMSIIMXCS MO3anu
MecTa MPUKPETUICHUS HOXeK AuadparMbl — peTPOKpPY-
panbHBIX [52]. Kak yBemueHHbBIE KOHTJIOMEpaThl TuMda-
TUYECKUX Y3JI0B, TaK U JUMMaHTUOJICHOMUOMBI MOTYT
MPUBOAUTE K TIOSIBJICHUIO MAaJOCIIe(UIHON CHUMII-
TOMAaTUKHU CO CTOPOHBI OproNTHOM Tosioctr. KinnHuuec-
KUMH TIPOSIBICHUSIMU JTMMGOaaeHOIATUN OPIOITHOM
MOJIOCTU U Ta3a OOBIYHO SIBJSIOTCSA HaJW4Me HaJbIIUpy-
eMbIX 00pa3oBaHUi, olllyllieHe AMcKoMdbopTa B OpIoli-
HOI TIOJIOCTH, METEeOopU3M, TMapecTe3ud W OTEKW HOT
K Heckonpko 0ojee criemMUIHBIM TTPOSIBICHUSIM OT-
HOCSITCSI CUHAPOMBI CHABJIMBAaHUS BHYTPEHHUX Opra-
HOB, OCOOEHHO KOTIZa Ta30Bble KOHIJIOMEPAThl CIABJIM-
BalOT MOYEBOM My3bIpb. OHAKO CJIEyeT OTMETUTD, YTO
ST CUMIITOMBI HE TOJIbKO MaJIOCITeIN(PUIHBI, HO BCTpe-
YalTCsA y HeOOIBIIOro KOJIMYECTBa MauueHToB. Tak, u3
21 % OOJbHBIX, UMEBIINX AHTHOMUOJIMITOMBI, CUMIITO-
MaTUKa CO CTOPOHBI OPIOUIHON TMOJOCTU Habaroaanach
B 45 % ciy4aes, T. €. MeHee YeM y noyioBuHbI [50, 51].

JloctatoyHo 4acTo y 60JbHBIX JIAM BBISIBISIOTCS aH-
TMOMUOJIMIIOMBI — TOOPOKAYECTBEHHBIE OITyXOJIH, COCTO-
dqIIMe U3 MIaakoMblledyHbIXx JIAM-KIeToK, KpOBEHOC-
HBIX COCYIOB M Xwupa [52, 55, 56]. AHTMOMMOJIUIIOMBI
HUMeIOT MecTo Gosiee yeM y 50 % malueHTOB CO CIopaau-
yeckuM JIAM, u BoisiBisiioTcs B 69—80 % ciiydaeB 'y 601b-
Hbix TC [57—60], a cpeau nu, ctpanarommx JIAM, acco-
mupoBaHHBIM ¢ TC, aHTHOMUOIMIIOMBI UMEIOT MECTO
MOYTHU Y Bcex mauueHToB [61]. YunrteiBast cTOIb yacTtoe
pacripocTpaHeHre aHTMOMMOJUIOM TMouek npu JIAM
¥ TeHeTUIecKoe eMMHCTBO JIAM-KJIETOK JIETKUX U TTOYEK,
VX BBISIBJICHUE Yy TTAIIMEHTOB C XapakTepHoiu mist JIAM
KT-xapTuHOI1 Terkux siBisieTcsl OMHUM U3 BO3MOXHBIX Ba-
PUAHTOB IOCTOBepHOI AuarHoctuku JIAM [2]. Tlpu cno-
pannyeckoM JIAM aHrMOMUOJMIIOMBI OOBIYHO BBISIBJISI-
JOTCS B TOYKax, eqMHn4dHble, < 1,5 cM B 1namerpe, Kak
MpaBUjIo, aCUMNOTOMHBI [52], Torma kak mpu JIAM-TC
AHTHOMMOJIMIIOMBI 9acTO OOJIBbIINE, MHOXECTBEHHBIE,
2-CTOpOHHME M KpPOMeE TOYeK, MOTYT Topaxarhb Apyrue
opraHbl (IeYeHb, CeJe3eHKa, CpelAoCTeHbe) [62—64].
Onyxonu > 4 cM, 0COOEHHO UMEIOIIME aHEBpU3MaTHUEC-
K€ COCY/IbI, CKIIOHHBI K KPOBOTOUMBOCTH, TIPOSIBIISTIOTCS
KakK reMaTypusi U FeMOIIEpUTOHEYM [62, 65, 66]. OmHOB-
PEMEHHO ¢ 3TUM KaK IIpHA CIIOPaIWYecKOM, TaK M IIpHU
JIAM-TC, kpoMe aHTMOMUOJIUTIOM B TTOYKaX MOTYT ObITh
BBISIBJICHBI U 3JI0KaY€CTBEHHbIE HOBOOOPA30BaHUST — IM0-
YEeYHOKJIETOUHAsT KaplIUHOMAa W HEJAaBHO ONMCAHHBIN
Y 9THX OOJIBHBIX KapIIMHOMOIIONOOHBIII BApUAHT aHTHO-
MUOIUIIoMSI [1, 2].

IlocnenHuM BHeJEroyHbIM IposiBieHueM JIAM
MOXHO CYMTaTh MEHHHTHOMY, OJHAKO, NPUHUMASI BO
BHUMaHME 3HAYNTEIbHO MEHBIIIYIO YaCTOTY €€ BO3HUK-

HOBEHMUS, 10 CPABHEHUIO C IPYTMMHU YKAa3aHHBIMU BbILLIE
MPOSIBJICHUSIMU 00JIE3HU, BO3MOXKHO, O0Jiee TTpaBUILHO
TOBOPUTH 00 accoliallii MEHUHTUOMBI ¢ JIAM. Y 6oJib-
HbIX JIAM Kak npu cnopagudyeckoMm, TaK U acCCOLUUPO-
BaHHOM ¢ TC, mMeeTcsl OBBIIIICHHBIN PUCK Pa3BUTHS
MeHUHTHOMBI [67]. TIpu nmpoBeneHMU MarHUTHO-PE30-
HaHcHolt Tomorpaduu (MPT) ronosHoro mo3ra 250 na-
uureHtam ¢ JIAM y 3,6 % (9 4yenoBek) Obula BbIsIBJIEHA
MEHUHTHOMA, IpUYeM y 3 MallMeHTOB MEHUHTHOMA COII-
pPOBOXIAJlacCh COOTBETCTBYIOIIMMU CHUMOTOMaMu [67].
ITockoJibKy B MOMYJSILIMA B 1IEJIOM PUCK Pa3BUTUS Me-
HuHruomsl coctanset 0,005 %, oueBUIHO, YTO y GOJIb-
HbIx JIAM aTa omyxosib BcTpedaercst ropasao vaite (3,6 %
vs 0,005 %) [67].

HecMmoTpss Ha HajvuMe B KIMHMYECKON KapTUHE
JuMmdaHTruoneioMruoMaTo3a CTOJb JIEMOHCTPAaTUBHBIX,
HEOOBIYHBIX M PEIKO BCTPEUAIONINXCS B PYTUHHOI Bpa-
YeOHOI MPAaKTUKE OCOOCHHBIX CUMIITOMOB, KaK XUJIE3-
HBI BBITIOT, PEUIVBUPYIOIINI THEBMOTOPAKC, HAJIM-
yue JUMQpaHTUOJEHOMUOM, AHTUOMUOJUIIOM TIOYEK
¥ MEHUHTVMOM, BO3HMKAIOIINX ITOYTH MCKITIOUUTEIHHO
Y MOJIOABIX KEHIIWH, TUarHOCTUKA 3TOro 3a00JeBaHUs
MpeAcTaBiseT OoJiblIMe TPYAHOCTU, CBSI3aHHBIE HE
TOJIKO C HEBBICOKOIW PacCIpOCTPAHEHHOCThIO 3a0oJe-
BaHMSI M MaJloil OCBEIOMJIEHHOCTBIO Bpaueil oOieit
MPaKTUKU, HO U C OTCYTCTBMEM 10 HEIaBHEIO BpeMEHU
YETKO C(POPMYITMPOBAHHBIX AMATHOCTUICCKUX KPUTEPH-
eB JIAM. B nexabpe 2009 r. paboueit rpymnmoii EBpo-
MEeNCKOro PeCUPATOPHOrO OOLIECTBA BOEPBbIE ObUIU
onyoarkKoBaHbl KiinHuyeckue peKoMeHIaluu T10 Juar-
HOCTUKE U JICUSHU0 TUMbaHTUOJeHiOMUOMAaTO3a, KOTO-
pble ObUTM CO3[AaHbl HA OCHOBAHUHW aHAIU3a BCEX OMU-
CaHHBIX Ha CETONHAIIHUN AeHb HaomoneHuil JIAM.
B cooTBeTcTBMM ¢ pa3pabOTaHHBIMU JUATHOCTUYECKU-
MM KpuTepusiMu, nuardHo3 JIAM MoxeT ObITb OlLleHEH
KaK JIOCTOBEPHBIN, BEpOATHBIN M COMHUTEIbHBIH [2].

InarHoctuyeckue Kputepun numdaHruoneiiommomarosa
HocrosepHbiii JIAM

1. "Xapakrepubie miast JIAM jerkux" unm "COBMECTH-
mebie ¢ JIAM nerknx" KT-npusHaku v OMoIicus Jier-
KHX, COOTBETCTBYIOIIAsI MOP(OIOrMIecKUM KpUTe-
pusim JIAM,

WA

2. "Xapaktepubie mnag JIAM nerkux" KT-mpusnakm

M JTI0001 U3 HUXKECTEAYIOLINX:

a) aHruoMuojunoma (ImouKku);

0) XWIE3HBII BBIMOT B TPYAHON WU OPIOIIHON MO-
JIOCTH,

B) nauMdaHTHONIeiOMUOMA WIH TTIopaKeHne TUMGpOo-
y3JI0B, XapakTtepHoe st JIAM;

r) onpenaeaeHHbIN niu Bo3MoxkHbIi TC.

BepositHbiii JIAM

1. "Xapakrepnbie mist JIAM nerkux" KT-mpusHakm
U KJIMHUYECKasi KapTUHa
WIH

2. "Cosmectumbie ¢ JIAM nerkux" KT-npusnaku
W JII000 13 CleAyIolMX: aHTMOMUOJIMIIOMa IOoY-
KW, XUJIE3HBI BBIMOT B TPYAHOU WJIU OpPIOIIHON
TIOJIOCTH.
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ComuutenbHbiii JIAM

"XapakrepHble ans JIAM nerkux" nnn "coBmecTmble ¢ JTAM nerkux”
KT-npusHaku

IMo crenenu cneumdnaHocty misgd JIAM peHTreHos0-
rMYecKue KpUTEepUU ToJpasiesieHbl Ha "XapaKTepHbIe
st JIAM nerkux” u "coBMecTnMEIe ¢ JIAM Jerkux” ier-
Kux [2].

XapakrepHbie 111 JIAM nerkux KT-npusHaku siB-
ns110TCs 6osee crieunduuHbIiMU 1151 JIAM 1 BKITIogaloT
MHOXXECTBEHHBIE TOHKOCTEHHBIE KPYTJIbIE XOPOIIO -
depeHIMpyeMbIe BO3OYIIHBIE KUCTHI MPU COXPaHHOM
WIN YBEIMICHHOM O0BeMe JIETKHX 0e3 JpYyrux 3Hauu-
MBIX TOPaXXEHWI, OTCYTCTBME IPU3HAKOB NPYTUX HMH-
TepCTUIIMAIbHBIX 3a00JI€BaHI JTIETKUX, 32 UCKJIIOUYEHUEM
MaJIEHbKUX Y3€JIKOB, KOTOPbIE HAM0OJIEE YacTO SBJISIOT-
¢ KT-mposiBierreM MyabTH(OKATBHON MHUKPOY3JIO-
BOI rUIepIuIa3uy MMHEBMOLIMTOB Yy nalmeHToB ¢ TC (kak
6e3, Tak U B couetaHuu ¢ JIAM) [73].

K coBMmecTumbiM ¢ JIAM nerkux u3MeHEeHUsIM, Bbl-
aiasgseMbIiM TIipu KTBP, oTHOCAT Hanmuyue TOJBKO He-
6ompuioro konuyectsa (ot 2 1o 10) Takux kuct (1o 30 MM
B IMaMeTpe), MPH COOIOACHUY MTPOUYNX BEIIIEIIEpeYnC-
JIEHHBIX YCJIOBUIA.

M3 o1ieHKM IMarHOCTUYECKON 3HAYMMOCTHU CYIIIECT-
BYIOIIUX KPUTEPUEB CJIEAYeT, YTO CaMbIMU MH(bOpMa-
THUBHBIMU VCCIIEAOBAaHUSIMU B AuarHoctke JIAM gBis-
1otcss KTBP u Mopdonornyeckoe uccienoBaHue TKaHU
JIETKOTO, TIOCKOJIBKY JUISI OTHX METOIOB pa3paboTaHBI
HauboJjiee mocToBepHbie Kputepun. CouyeTaHue IOJIo-
KUTEJbHBIX PEe3YyJIbTaTOB 000OMX 3THUX UCC/eI0BaHUM
MO3BOJISIIOT YOeAUTEIbHO AUArHOCTUPOBaTh JIAM [2].

ITo maHHBIM OOJBITMHCTBA WMEIOIIMXCS HA CErOMI-
HSIIHUNA JeHb UCCIIeOBaHUI, K "30710TOMY CTaHAAPTY"
IWArHOCTUKN OTHOCSIT MOP(MOJIOTMYecKOoe MCCIeaoBa-
HUe OMOIITaTa TKaHM JIerKoro. KputepussMu auartosa,
Ha OCHOBAaHWY HAJIMYMSI KOTOPBIX OITBITHBIN ITATOJIOTO-
aHaTOM MOXeT auarHoctupoBaTh JIAM, ciyxXaT omHO-
BpEMEHHOE MPUCYTCTBYE MHOKECTBEHHBIX MEJIKUX BO3-
JYIIHBIX KUCT U Haduyve MYyJbTU(POKAIBHON Y3JI0BOM
npomudepanum 2 OCHOBHBIX BHIOB JIAM-KIIeTOK —
He3peJsIbIX IIaAKOMBIIIEYHBIX U TTePUBACKYISIPHBIX 1T -
TETMOUIHBIX KJIeToK [49, 69, 70]. ITocKoNbKy OIBIT
Mop@oJsiora B JMarHOCTUKE CTOJIb PEAKOTO 3a00J€BaHUS
HE BCerma MO3BOJISICT CIejaTh OMHO3HAYHBIC BBIBOIHI,
a Tak ke B CiIydasx, Korma Mopdosoruyeckasi KapTuHa,
0COOEHHO Ha paHHUX CTaausX 3a00JeBaHusI, HE BIIOJIHE
cnenuduyHa, 1EeIeco00pa3HO MPOBEAEHUE AOTOJIHU-
TEJIbHOTO MMMYHOTHMCTOXMMUUYECKOTO MCCICIOBAHUS
IIJIST BBISIBJIGHUSI 3KCIIPECCUU ¢ -TJIAAKOMBIIIIEYHOTO aK-
tuHa 1 HMB-45 [46, 68, 71, 72]. IlogoGHoe paciuupe-
HUe MOpP(OJIOrMYecKoro o0CaeI0BaHUS TaK Xe moKa3a-
HO B CJIydasiX TPaHCOPOHXMAJILHOTO METOMA ITOTYICHUS
obOpasia TkaHu Jyierkoro [68]. Kpome 31oro, mosjae3HbIM
JIOTIOJIHEHVEM TPU ITOCTAHOBKE MOP(OJIOrMYECKOro Au-
arHo3a MOXeT OBbITh OMpeeeHUe PEeLeNTOPOB K 3CTPO-
reHy M IporecTepony [2, 37—39].

Tem He MeHee, B COOTBETCTBUH C pa3pabOTaHHBIMU
Ha CETONHSIIHWN JeHb KPUTEPUSIMHM ITHUATHOCTUKH
JIAM, nOCTOBEpHBIN JUArHO3 MOXET ObITh BepUDUIIM-
poBaH M 0e3 MPOoBeAeHMs MccliefoBaHus ouornrara [2].

PacnipocTpaHeHue B mociaeaHue TOAbl B KIMHUYEC-
koii mpakTuke KTBP 1mo3Boinio BEIIBUTb PEHTTEHOJIO-
TMYeCcKre MapKephl MmopaxeHus jerkux npu JIAM, uro
CIeNAJI0 3TOT METO MCCIEA0BAHUS 00SI3aTEIbHBIM B U~
arHOCTHKE TaHHOTO 3a00JIeBaHUS, TTIOCKOJIBKY Ha OCHO-
BaHuM yoeautenabHbix KT-mpusHakoB, B couyeTaHUU
C COOTBETCTBYIOIIEH KIMHUYECKON KapTuHoi, JIAM
MOXHO ITMarHOCTUPOBAaTh C BBICOKOU JOCTOBEPHOCTHIO
u 6e3 mpoBeAeHUs Ouoricuu Jierkoro [2]. B tex cirydasx,
KOrja J0CTOBepHbIi nuarHo3 JIAM craBurcs 6e3 Oumo-
ncuu Jierkux, nmomMumo pesyastatoB KTBP Gosbiinoe
3HAUEHUE MPUAAETCS KaK JIETOYHbIM, TaK U BHEJIETOY-
HBIM KJIIMHUYECKHUM TIPOSIBIICHUSIM 3a00JI¢BaHUSI.

Kak yka3bpIBajaoch BbIIlIE€, BHEJIETOUHBIMU KPUTEPHSI-
MU AuarHocTuku JIAM sgBisiiOTCSI HaAW4KWe aHTMOMUO-
JIUTIOMBI TIOYKY (TToATBepxaaeTcs rnpu Hamvmuu KT-u /
WK MOP(OIOTUIECKUX KPUTEPUEB OITyXOJIN), XWJIE3HO-
ro BBITIOTA B IUIEBPAJIbHOM WM OPIOIIHOM MOJOCTH (Xa-
paKTep BBINOTA YCTAHABAMUBAETCS JIMOO BU3YaTIbHO, JIUOO
Mo OMOXUMUYECKUM MapKepam), JuM@aHruoaeioMmuo-
MBI WM JuMdoaneHonaTuu, xapaktepHoil misg JIAM
(c obs3aTenbHOM MOp(oOIOrMYecKoit BepuduKalmeit)
WJIM 1OCTOBEPHOTO UJIX BeposiTHOro nuartoda TC, KkoTo-
pbIli YyCTAaHABIMBAETCS B COOTBETCTBUU C KPUTEPUSIMU
nurarHo3a 6onesnn bypaeBmmia—IIpunris [2]. B coort-
BETCTBUU C pa3pabOTaHHBIMU KPUTEPUSIMU TUATHOCTH-
KU, BEpOSTHBIA auarHo3 JIAM MoxeT ObITh MOCTaBICH
npu couyeTaHuun xapaktepHbix KT-npru3HakoB ¢ cooTBe-
TCTBYIOLIEH KIMHUYECKOW KAapTUHOM, BKIIOYAIOLIEH
(MHOXECTBEHHBIN U / WU OUaTepalbHbINA THEBMOTO-
pakc) u / unu cootseTcTByONIME JIAM n3meHeHus PyHK-
LIUU JIETKUX [2], KOTOpBIE COCTOAT B MPEUMYILECTBEH-
HoM cHmkeHun TLCO u B Menbieit crenenn — OB,
MpY COXpaHHBIX JIETOYHBIX o0beMax [2, 12, 32, 74, 75].

Ilocne Bepudukanuu auarHosa JIAM mis Beibopa
JajJbHEeMIlel TaKTUKW BEACHUS TallMeHTa TpeodyeTcs
OLICHKA PYCKa BO3HUKHOBEHUS ITOTEHIINAIHLHO BO3MOX-
HBIX KIMHUYECKU 3HAUMMBIX OCJIOKHEHUI 3a00/1eBaHus],
K KOTOPbIM OTHOCSITCSI ITHEBMOTOPAKC, HAKOIJIEHUE XU-
JIE3HOTO BBINOTa U PA3BUTUE KPOBOTEUEHUSI U3 HMMEIO-
IIMXCST aHTHOMMOJTUATIOM TTOYeK. VX TTosIBIIeHHE SIBIISICTCS
3aKOHOMEPHBIM ITPOSIBJICHUEM 3BOJIIOLIMU U TIPOTPECCh-
poBaHus JIAM, mo3ToMy MaUUEHTbl AOJKHBI OBIThH
XOPOIIO OCBEIOMJIEHBI O BO3MOXHBIX CUMIITOMAaX MOSIB-
JICHUsI 3TUX OITACHBIX IS XXW3HU OCJIOXHECHUN W WH-
(GOopMUPOBaHBI 0 HEOOXOAUMOCTU SKCTPEHHOTO MOMCcKa
MEIULIMHCKOWM MOMOILM B CJIydasix UX MOsIBAeHUS [2].
JeboT mHeBMOTOpakca, KpOBOTEYEHUSI M XUJIE3HOTO
BBITIOTa MOKET OBITh CBSA3aH / CIIPOBOLIMPOBAH 2 OCHOB-
HBIMU (paKTOpaMu, K KOTOPHIM OTHOCSTCS OepeMeH-
HOCTb U Tepamusi 3K30T€HHbIMU 3cTporeHamu [12,
76—84]. TakuM 06pa3oM, yIUThIBAsI UMEIOLIECS Ha Ce-
TOOHSIIHUN IeHb NAaHHBIE, IMAIlMeHTaM, CTPadaloIInM
JIAM, nenecoobpa3Ho pa3bsICHATb BO3MOXKHbIE ITOCIE]I-
CTBUSI OEPEMEHHOCTU, PEKOMEHA0BATh BO3IEPXKUBATHCS
OT Hee, a TaK Xe U30eraTh Tepanuu dCTPOreH-CcoaepxKa-
UMK TIpernapaTaMH, BKJOYas KOMOWHHUpPOBaHHEIE
KOHTpALIeNITUBHBIE MpenapaTsl U 3aMECTUTEIbHYIO TOp-
MOHAJIbHY10 Tepamnuio [2].

KpoMe 3TOro, HeKOTOpyH MPEAyCMOTPUTEIBHOCTh
nanueHTaM ¢ JIAM u repeHeCeHHBIM ITHEBMOTOPaKCOM
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clemyeT coOIoaaTh B OTHOIIEHNH COBEPIIICHMS aBHAalIe-
peneroB. [lpyHuMasi Bo BHMUMaHUe TOT (paKT, UTO BO
BpeMsI TIoJieTa, MPH CHIDKEHWHM aTMOC(EepHOTo IaBiie-
HUS B KaOMHe caMoJieTa, BO3AyX B IJIEBPAIbHOM IOJIOC-
TH, IIPY HAJIMYUH ITHEBMOTOpPAKCa, pacIIMpsIeTCs U MO-
JKeT TMPUBECTU K IEepexody OOBIYHOIO IMMHEBMOTOpAaKca
B YTPOXAIOIIWI XNU3HA HaIpsKeHHbIN. [ToeThl camo-
JIETOM 3arpellieHbl MauueHTam ¢ JIAM, umernum He-
JICUSHHBI!I ITHEBMOTOPAKC WJIM ITHEBMOTOPAKC IIPOJIe-
YyeHHBII B TedyeHUe Mecsua [2]. Takum obGpasowm,
MalMeHTHI JOJKHBI OBITh ITPEAYIIPEXKICHBI, YTO TTPH TTO-
SIBJICHUM HOBOHM peCHUpaTOPHOM CHUMIITOMATHKH, HE
OLICHEHHOI Bpa4yoM, OT ITI0JIeTa CJICAYeT BO3IepKaThCs,
MMOCKOJIbKY OHa MOXET OBITh MPOSIBJIEHMEM ITHEBMOTO-
pakca. JJaHHBIX O MOBBLIIIEHHOM PUCKE Pa3BUTHS ITHEB-
MoTopakca y 6oibHbIX JIAM npu aBuanepeseTax HeT, HO
WMEIOTCS CBEICHMS O Pa3BUTHH TOJIOBOKPYXEHUS U TH-
MOKCEMUHU, OCOOCHHO Y JINII ¢ HApYIICHUSIMU (PYHKLIMU
nbixaHus [85]. B cBs3u ¢ atuMm manueHtam ¢ JIAM He
CJIeAyeT 3aMpelaTh MyTeHeCTBOBATH MO BO3AYXY, HO JIUIL
C Pa3BepHYTHIMU CTaIMSIMU OOJIE3HU CIIEIyeT OLICHUTH
Ha MpeaMeT HEOOXOIMMOCTU KUCIOPOIHOM TTOAISPKKI
B TeueHue 1oJjera [2].

B ciyuasx pazButus mHeBMoTOopakca npu JIAM, Kak
¥ TIpU ITHEBMOTOPAKCE APYToro reHe3a, MCITOIb3YIOTCS
KOHCEpPBAaTUBHbIE M XUPYPTAYECKUE METOMbI JICYCHUS.
K KOHCepBaTUBHBEIM OTHOCST HaOJIOAECHME, TpEAIoia-
raroiiee BO3MOXHOCTb CaMOCTOSITEJIbHON pe30pouuun
BO3IyXa M3 IOJIOCTH IUIEBPHI; aCITUPALINIO TIOCPEICTBOM
IJICBPAJIbHOM NMYHKIMM WM YCTAHOBKM IUICBPAIbHOMN
JIpEeHaXHOU TPYOKM C ITOCIEOVIOIINM IIPOBEACHUEM
rieBpone3a. OqHaKo clieAyeT OTMETUTD, YTO 3TU METO/IbI
y 601bHBIX JIAM accouuupyroTcs ¢ peliManBOM ITHEBMO-
TOopakca B 2/; Bcex ciydaeB [12]. PagukaibHble XUpypru-
YeCcKHe METObI JICUCHMST, HallpaBJICHHBIE Ha YCTpaHEHWE
MPUYNH, MPEeAOTBpalllcHNe PELUANBOB M IUIEBPOITYJIb-
MOHAQJIPHBIX OCJIOXXHEHHWII ITHEBMOTOpaKCa, BKIIIOYAIOT
B ce0s TUIeBPOIE3 C BUACOTOPAKOCKOITMYECKUM MOCOOH-
€M, TJIeBpaJIbHYIO0 abpa3ulo, TUIEBPIKTOMUIO U OYJUIIK-
TOMHIO.

[Ipu pazBuTHM XIIIOTOpaKca PeKOMEHAYeTCsl Ha3Ha-
YyeHne 0e3XKUPOBOM AUETHI, a TIPU 3HAUUTEILHOM 00be-
M€ TUIEBPAJIbHOTO BBITIOTA MCITOJIBL3YIOTCS pa3IndHbIe
MPOLIEAYPEI, BEIOOP KOTOPBIX OIPEACIISICTCS XMPYPTroM
VHIWBUIYaIbHO B KaxXaoi cutyauuu [2]. B muteparype
MpeICTaBAeHBl CBEACHMSI 00 HCIOJb30BAHUU TOPAKO-
LIEHTE3a, MIeBpojie3a MOCPEACTBOM UHCTUIUISILIMKI CKJTe-
PO3UPYIOIINX BEIIECTB WIIM MApUETaTbHOM IIEBPIKTO-
MW, TOPAKOTOMHMH C TIEPEBSI3KOI TPYTHOTO IIPOTOKA
U ILIEBPOIIEPUTOHEAIbHOIO IIYHTUpOBaHus [48, 86—93].

Eiie omHUM yacTbiM ociioxxHeHueM JIAM saBiseTcsa
KPOBOTEUCHUE U3 aHTUOMUOJIUTIOM. B CBsI3M ¢ 3TMM T1a-
IIMEHTHI, UMEIOIINe aHTHOMMUOJIMITOMBI, JOJKHBI OBITH
OCBEIIOMJICHBI O BO3MOXKHBIX CUMIITOMaX KPOBOTEUYECHU S
M B Clydae MX BO3HUKHOBEHMSI — O HEOOXOIMMOCTH
9KCTPEHHOIro obpallleHUs 3a BpauyeOHOI rmomMolibio [2].
MHoukatopaMy prcKa KPOBOTEUCHHMI CUMTAIOTCS pa3-
Mep OIyXoJu > 4 CM U HaJludyKhe B aHTUOMMOJUIIOME
aHEeBPU3MATUYECKH PAaCIIUPEHHBIX COCYIOB C aHEBPH3-
MaMU = 5 MM, T. K. 3T KPUTCPUU UMEIIM MECTO NP
BCEX IMOTOOHBIX TeMOPPArnIeCKUX MOPaKEeHUSIX [2, 94].

ITockonpKy aHeBpM3MATUUECKM W3MEHEHHBIC COCYIbI
AHTMOMUOJIUIIOM XOPOIIO BBISBISIOTCS TOJBKO MPU aH-
ruorpacum IMmodek, 00JbHbIC, UMEIOIINEe aHTMOMMOJI-
TOMBI > 4 cM B IMaMeTpe, TpeOYIoT O0siee MPUCTAITBHOTO
HaOJIIOIEHNS C BBIIIOJIHEHUEM IBaXKIbI B TOXI YIIBTPa3By-
KOBOI'O MCCJEAOBAaHMSI IOYEK IS OLEHKU TUHAMMKU
pocTa aHTMOMMOJIUNOM [2], ¢ TeM, YTOObl UMETh BO3-
MOXHOCTh CBOEBPEMEHHOTO MPOBEIeHUsT aHTHorpahuu
C MOCJICAYIOMNM O0CYXIeHNEM PagruKaTbHOTO JICUCHUS
(pe3exkumst UM >MO0IM3aLMs) AHTMOMUOJIUIIOMBI HE
TOJIBKO TIPY OCTPOM KPOBOTEUCHUHU, HO M MPOMPUITAKTH-
YECKMU.

Kpome HaGmromeHUs 3a MallMeHTaMU, B HACTOSIIIEE
BpeMsI BEAyTCSl aKTUBHBIC IMOMCKU METOIOB JICUEHMUS,
HaIpaBJIEHHBIX Ha yJIyYIllIeHUe KauyecTBa XXU3HM, CTa0u-
JIU3aLUIo 3a00JIeBaHUS U MPEJOTBpalleHUE TPOrpeccu-
pPOBaHMS HEOOPATUMBIX U3MEHEHUI, TPUBOMSIIINX K MH-
BaJMIM3allMM M HEOOXONMMOCTU TpaHCIJIaHTaIlluu
Jerkux. HauboJee ucciaenoBaHHBIMU SIBJISIIOTCS MaTOTre-
HETUYECKUE MEINKAMEHTO3HbBIE METO/IbI, BKITIOUAIOIIINE
B ce0s IMpruMeHeHNe OPOHXOMMIATATOPOB, MHTAJISIIINOH-
HBIX TIIOKOKOPTUKOCTEPOUIOB, MPOTreCTepOHa, aHTUD-
CTPOTE€HHBIX MpenapaToB U UHruouTopoB m-TOR.

B cBsa3u ¢ Tem, uto y 20—24 % manmeHTOB ¢ JIAM BEI-
SIBJICH TTOJIOKUTETBHBIN OTBET IIPH MPOBEICHNN OPOHXO-
JIUIaTallMOHHOTO TecTa [46, 95], MHraasLiMOHHbIe OPOH-
XOJWJIaTaTOphl CJeayeT Ha3dHauaTh naiueHTam ¢ JIAM
1 O0CTPYKIIMEN BO3MYLIHOTO TOTOKA, OTBEYAIOIIUM Ha
MpUMEHEHNE MHTASIIMOHHBIX OPOHXOIMUIATATOPOB [2].

[TpuHuMast Bo BHUMaHUE OTCYTCTBUE NAHHBIX, MO~
TBepXaomux 3(GhEeKTUBHOCTD MHTATSLIMOHHBIX TJIIO-
KOKopTHKOCcTepounoB npu JIAM, HecMOTpsl Ha Teope-
THYeCKM OOOCHOBAHHOE M IOITYyCTMMOE BO3ICHCTBHUE
3TOM JIEKAPCTBEHHOM I'PYIIIbI HA BOCHAJICHUE BO3MYIII-
HBIX ITyTel B BUJIE OpOHXMONIUTA, UMetoleecs pu JIAM,
Ha3zHaYeHUe KOPTUKOCTEPOUIOB HE BOILIO B KIIMHUYEC-
K1e peKOMEHIAINH.

[TaToreHeTyecK 000CHOBAaHHOE MPUMEHEHUE TTPO-
recrepoHa pu tepanuu JJAM B ucciaenoBaHUSIX HE TIPO-
JEMOHCTPUPOBATIO JOCTOBEPHOTO KIIMHUYECKOTO 3 dheK-
Ta, B CBSI3M C 3TUM IIPOT€CTEPOH HE MOLKEH PYTHHHO
Ha3HayaTbCs TakuM OoabHBIM [2]. Tombko B cliydae
OBICTPOTO MPOTPECCUPOBAHUS MaJAeHUs IoKa3aTejei
(YHKIIMY JIETKUX JIeYeHUEe TIPOTeCTEPOHOM TOIMYCTUMO
npu nuHamndeckoM KoHTpojsie O®B, nu TLCO kaxmbie
3 Mec. B TedyeHHUe | roga ¢ OTMEHOM Iperapara mpu OT-
CYTCTBUM TIOJIOXKUTEIbHOM TUHAMUKMU I10 HMCTEYCHUU
3TOro cpoka [2].

Cpenn Ipyrux aHTUACTPOTEHHBIX METOMOB JICUCHMUS
HUCCEA0BAINCh 00(DOPIKTOMMUSI, TAMOKCU(PEH U TPUII-
TOPEJMH — aroHUCT TOHAJONTONWH-PEeIU3UHT-(haKTO-
pa [5, 35, 36, 74, 89, 92, 93]. I1o uMeIOLIMMCS B HACTOS -
1ee BpeMsi JaHHBIM, J0Ka3aTeiabcTBa (P HeKTUBHOCTU
9TUX METOHOB JIEYCHMSI OTCYTCTBYIOT, XOTS IJISI Tepa-
MUY TPUNITOPEJIMHOM Obljla BBISIBJIEHA aCCOIIMALIMS C pe-
JyKLIMe MUHepaJIbHOM KOCTHOM MmioTHocTH [96]. B cBsI-
31 C 3TUM TOPMOHAJbHBIE METOIBI JICUYCHUs, Kpome
MporecTepoHa, He CJIeoyeT HMCIOJb30BaTh IMallMeHTaM
c JIAM [2].

TTockonbky mytaiuu B reHax TSC1 u TSC2 accouun-
UpoBaHbI ¢ akTuBauueil m-TOR-myTH, BrojiHe 000CHO-
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BaHHBIM IIPEICTaBIIsIeTCSl Ha3HaueHUWE WHTUOMTOPOB
m-TOR — cuponumyca v 3Beponumyca. Pe3ynsratsl 2 uc-
clienoBaHUI 1O olieHKe 3((HEKTUBHOCTU CUPOJUMYCa
y nauueHToB ¢ JIAM He OfHO3HAYHBI U TPEOYIOT Aajb-
Helimero n3ydeHus 3 GEeKTUBHOCTH 3TOM JeKapCTBEH-
Hoii rpynisl [97, 98]. B cBa3M ¢ 3TUM, Tepanus CUpOJI-
MYCOM ITOKa JOJDKHA MPOBOAMTHLCS B paMKax OYmyIIMX
KJIMHUYECKUX WUCCJIEIOBAHUI WM B CIIydasix OBICTPO-
MIPOTPECCUPYIONIET0 TeUeHMsT 3a00JIeBaHusI, TP B3Be-
LIEHHOM OIIeHKEe OTHOIIIEHUS MMOJIb3a—PUCK U IO ITPHUC-
TaJIbHBIM IMHAMHWYECKUM HaloaeHueM [2].

YuuteiBas orcyTcTBre 3((HEKTUBHBIX METOJOB Jieue-
Hust JIAM, nipu niporpeccupyloiieM TedeHur 3a00jieBa-
HUS B (hpriHAJIe BCTaeT BOIIPOC O TPAHCIUIAHTAIIMY JIETKUX.
IMokazanusmu i aroro geistorcsa -1V dyHkuumo-
HanbHbI K1acc mo NYHA ¢ runokceMueii B mokoe, Ts-
JXKeJIble HapyIIeHMS JITOYHON (YHKIIUM M ACeCIIOc00-
HOCTb [2].

Kpome Toro, HeCMOTpPSI Ha OTCYTCTBUE JAHHBIX COOT-
BETCTBYIOLLIMX KJIMHUYECKUX UCCIENOBAHUI, IO aHAJIO-
run ¢ XOBJI, akcnepThl peKOMEHIYIOT CBOEBPEMEHHO
BKJIIOYATh MaluueHTOB ¢ JIAM B mporpaMmel 110 JIeroy-
HOI peabuIuTaLlMK YU MTPOBOAUTH MPOTUBOIPUIIIIO3HYIO
¥ THEBMOKOKKOBYIO BaKLIMHALIUIO [2].
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