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PE3IOME

Jlumpanruoseiiomuomaros (JIAM) — peakoe, moJiu-
CHCTEMHOE 3a00/IeBaHNe, BO3HUKAOIIIEE C MOIaBJISIO-
MM MPEUMYIIECTBOM Y KEHIIUH PeNpoOayKTHBHOIO
Bo3pacra (18-50 Jiet). B ocHoBe JIAM s1eKUT AUCCEMH-
HUPOBAHHBINA MATOJOTUYECKHUI MpoLece, XapaKkTepu-
3y IMiCs OTYXO0JI€BUIHBIM pa3pacranueM
NMATOJIOTUYECKUX IJIaJIKOMBIIIIEYHONOA00HBIX KJIETOK
(JIAM-KJeTKH) 10 X0y MeJIKUX OpOHXO0B, OPOHXHUOII,
CTEHOK KPOBEHOCHBIX M JUM(ATHYECKHUX COCYIO0B Jier-
KHX € NocJieayloneil MeJKOKINCTO3HO| TpaHchopma-
1yel JIeroYHoi TKaHU, KINHUYeCKH NMPOosIBJIsIONIeicst
Nnporpeccupyouieil oabIIKOi, MHEBMO- U XHJI0TOPaK-
coM, KpoBoxapkanbeM. JIAM MoikeT BO3BHHMKATH CIIOpa-
JUYEeCKH JINOO0 Pa3BUBATHCA Y 00JBHBIX € TY0EPO3HBIM
CKJIEPO3HBIM KOMILIEKCOM. OCHOBHBIMHM PEHTI€HOJIO0-
ruyeckumMu npusHakamu JIAM Ha o00bIYHBIX peHTre-
HOrpamMMmax  siBasiloresi auddy3Hoe  ycuieHue
JIETOYHOT0 PUCYHKA CETYATOr0 Xapakrepa, sueucras
TpaHcopMauus CTPYKTYPHI JEerKUX 3a cUeT MHOMKe-
CTBEHHBIX TOHKOCTEHHBIX BO3IYIIHBIX KHCT pa3jiuy-
HOW BEJIMYUHBI, a TAK)Ke YBeJIUYeHue 00beMa JIerKux.
B panneii cragumn 3a6o/1eBaHNsi PpEHTITeHOJIOTHYECKHe
HM3MEHEHUsI MOT'YT He BbISIBJISAATHCS, 0COOEHHO KOIrIa OT-
CYTCTBYET NMHEBMOTOPAKC UJIU MJIEBPAJIbHbINA BBINOT
(xuaoropakc). [1o MHEeHHIO GOJIBLIIMHCTBA MCCJIEI0BA-
TeJieil, OCHOBHBIM METOIOM JIyYeBOWH AHATHOCTHKH
JIAM siBasieTcsi KOMNbIOTEpHAasi TOMOrpadusi, KOTO-
pasi, oco0eHHO Mpu DecCMMNTOMHOM TeYyeHuu 3adoe-
BaHUs, SIBJsSIETCS] HEOCHMOPUMO BeAyIIMM METOJA0M
MMH/K AUATHOCTUKH.

B nannoii pabore NpuBeAeHO OHO M3 Tpex co0CT-
BEHHBIX APXUBHBIX KJIHMHNYeCKUX HaOmonenuii JIAM.
B auarnocTuke UCMOJbL30BAHbI COBPEMEHHbIE MeTOIbI
KOMINbIOTEPHOIl ToMOrpaduu — MyJbTHCIHPAJIbHAS
KOMIbIOTEpPHAasi TOMOrpadus ¢ MOCTNPOLEeCCUHTOBOI
00padoTKOIl MOTy4YeHHBIX H300pakeHMii, BKJIKYAI0-
KX MyJabTHILVIaHApHYI0 U 3D pexoncrpykuuu. C mo-
MOIIbI0 OPUTHHAJBbHBLIX MeToAuK (3D BosrOMeTpHUS
KHCTO3HBIX 00pa30BaHMii HA B/I0Xe U BbI0Xe) BbINOJ-
HEH CPABHUTEJbHBIH KOJUYECTBEHHBIH aHaIM3
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o0beMa MOJIOCTHBIX 00pa3oBaHmii B pa3ju4Hbie ¢a3bl
AbIXaTeJbHOro nmukJja. IlpeacraBien aHanuTHYeCcKUii
0030p JIUTEpPaTypPhbI NOCTAETHAX JIET, OTPAKAIOLICH KJIH-
HHYeCKYI0 XapakTepucTuky JIAM, coBpeMeHHBbIe Me-
TOAbI IHATHOCTHKH M, B MEPBYI0 o4epelb, Jy4eBOi
auarnoctuku. Kpome toro, orpaxens! nupdepennm-
AJIbHO-IHATHOCTHYECKHE AJITOPUTMBI, KOTOPbIe MOTYT
OBITh MCII0JIB30BAHbI KAK HAa aMOyJ1aTOPHO-NOJINKJIN-
HHYEeCKOM JTare AMarHOCTUKH, TAK U B YCJIOBHAX CIIe-
IMAJIU3UPOBAHHBIX IEHTPOB.

Knouegvie cnosa: numghaneuoneiomuomamos nesKux,
Y4e8as OUaHOCuKa, KOMNLIOMEPHAs OMOEPAPUAL.
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Lymphangioleiomyomatosis (LAM) is a rare poly-
system disease which appears predominantly in women
of reproductive age (18-50 years old). LAM is condi-
tioned by disseminated pathologic process which is
characterized by tumor-like lesion of pathologic smooth
muscle-like cells (LAM cells) around small bronchi,
bronchioles, the walls of blood and lymphatic vessels of
lungs with further small cystic transformation of pul-
monary tissue, clinically revealed progressive apnea,
pneumo- and chylothorax and blood spitting. LAM can
appear sporadically or develop in patients with tuber-
ous sclerosal complex. The usual roentgenograms show
main roentgen signs of LAMs: diffuse intensification of
lung pattern of a net type, cellular transformation of
lung structure due to the great number of thin-walled
cysts of different size as well as the increase of the lungs
volume. At the early stages of the disease the roentgen
changes are not always revealed especially when there
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is no pneumothorax or pleural fluid (chylothorax). Ac-
cording to the opinion of the majority of researchers
computer-aided tomography is the basic method of
roentgen diagnostics of LAM. It is without doubt the
leading method of image diagnostics especially at
asymptomatic course of the disease.

This work shows one of the three personal archive
clinical observations of LAM. Modern methods of com-
puter-aided tomography are used in diagnostics: mul-
tispiral computer-aided tomography with
postprocessing of obtained images including 3D recon-
struction. With the help of original methodologies (3D
volumetry of cystic masses at inhale and exhale) com-
parative qualitative analysis of the volume of cavity was
done at different phases of the breathing cycle. The an-
alytical observation of the literature for the last few
years has been presented; it reflects the clinical char-
acteristic of LAM, modern methods of diagnostics and
primarily of roentgen diagnostics. Besides, differential-
diagnostic algorithms have been presented, they can be
used both at ambulatory-policlinic stage of diagnostics
and within specialized centers.

Key words: lymphangioleiomyomatosis of lungs, roent-
gen diagnostics, computer-aided tomography.

Jlumpanrunoneiiomnomaro3 (JIAM) — peaxoe nosmcu-
CTeMHOE 3a00JieBaHHE, BOSHHUKAIOIIEE C MOIABISIONINM
MIPEUMYILECTBOM Y KEHIIUH PENpOAYKTHBHOTO BO3pacTa
(18-50 5ter). B ocHoBe JIAM JIC)KUT AUCCEMUHUPOBAHHBIN
MaTOJIOTMYECKHUIA TIPOIECcC, XapaKTePHU3YIOIIHUICS OIMyXo0-
JIEBUJTHBIM pa3pacTaHreM MaToJIOrMUECKHX IV IKOMbIIIIEeY-
HOTMOJ00HBIX KJIETOK (JIAM-KJIeTKH) 1O XOIy MENKHX
OpOHXOB, OPOHXHOJI, CTEHOK KPOBEHOCHBIX U JIMM(arnye-
CKHUX COCY/IOB JIETKUX C MOCJE/YIOIIEi KNCTO3HOM TpaHC-
(dopmarueit JIETOYHOM TKaHH, KIIMHUYECKU
MIPOSIBIISTIONIEHCS TPOrPECCUPYIOIEH OIBIIIKOM, THEBMO-
U XUJIOTOpPAKCOM, KpoBoxapkaHbeM. JIAM MOXeT BO3HHU-
KaTb CIIOPaJMUEeCKH JIMOO pa3BUBATHCS Y OOJNBHBIX C TyOe-
po3ubiM ckiepo3HbiM komiuiekcoM (TCK). Psin aBropos
HaOmonarotr oboctpenust JIAM Bo Bpemsi 6epeMeHHOCTH
[28, 50, 55] unu Haznauenus sctporeros [11, 30, 33, 39].

TyOepo3HbIii ckitepo3 (00e3Hb bypHeBWILIS) — peakoe
reHeTn4ecKoe 3a0oJeBaHue, TP KOTOPOM BO MHOXKECTBE
OpraHOB M TKaHEH 00pa3yroTcs J0O0pOKaueCTBCHHBIC OITy-
xoiu. [TonmcucTeMHBIN XapakTep HapyLIISHHH TOPOXKIaeT
IIMPOKUAN CHEKTP CHUMIITOMOB — MOBPEXICHUS MO3Tra
MOT'YT BBI3BATh SITHIICTICUIO, CHIYKEHHE HHTEJUIEKTA; IIopa-
YKAIOTCsl BHYTPEHHUE OpraHbl (TOYKH, CEPIIIIe, JIETKUE), Xa-
pakTepHbIe HOBOOOPA30BaHMs KOXKH JIMIIA U [JIA3HOTO THA
MOTYT OBITh HUCIIOJIb30BAHbI ITPY HAYaIbHON JINArHOCTHUKE
[59, 64].

Crnopannueckuii JIJAM npoTekaer, kak paBuilo, TAxKe-
niee v ObICTpee MPUBOIUT K (HOPMUPOBAHHIO JIETOYHOU He-
JIOCTaTOYHOCTH u WHBAJIAU3AINH. [MosTomy
CBOEBPEMEHHOE BbIsIBJIeHUE Yy nanuenta ¢ JIAM npuzna-
k0B TCK Mo)eT uMeTh MPOTHOCTUYECKOE 3HAYEHUE U
ompeneisieT TaKTUKY BefeHus nanueHTa [1]. Hexoropsie
aBTOpHI [22, 27, 39] 00pa3Ho Ha3bBaOT JIAM «pa3pymuiu-
TEJBHOM 00JIe3HBIO JIETKUX» (destructive lung disease).

Yacrora JIAM cpenu sxennmn ¢ TCK coctapusieT ot
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26 10 39%, a TCK nuarnoctupytot y 14,8% nanueHToB ¢
JIAM [17]. IIpubnuzutensuo 85% ciydae JIAM sB-
JIAIOTCS CIIOpardeckum [68].

[To muenuto M.M.NnbkoBuya u coasT. [3] yCTaHOBUTH
HCTUHHYIO pacnpocTpaHeHHocTh JIAM He mnpenctas-
JISIETCsl BOBMOXKHBIM, T.K. 3200JI€BaHHE BCTPEUYACTCS PEIKO,
a JIMarHoCTHKa €ro 3aTpyaHeHa. ABTOPHI NP aHaJn3e
cOOCTBEHHOTO MaTepHaia (n=66) KOHCTATUPYIOT, YTO M-
arHOCTHYECKHE OMMUOKK cocTaBuimu 93%, a 3aKITIOueHUS
MOpP(hOJIOTOB OBUTH OITHOOYHBIMU 00JICe YeM B TOJIOBUHE
ciyuaeB (54%), 1 B pe3yJbraTe 3TOro CpeaHee BpeMs OT
Havasia 3a00J1eBaHUs 10 YCTaHOBJICHUSI OKOHYATEILHOTO
JMarno3a cocrasmiio 3 roxa. Hanbonee yacTbiMu onmo04-
HBIMH JIMarHO3aMH, IO ITOBOJY KOTOPBIX OOJIBbHBIE ITOJTY-
Yalu JUINTENbHOE (Ha IPOTSDKEHUM MECSIIeB M JIeT)
JiedyeHne, ObUTH JBYCTOPOHHSSI THEBMOHUS, TyOEpKyIe3
JIETKUX, XPOHUYECKasi 0OCTPyKTHBHAsI OOJIE3HD JIETKUX,
OpOHXHaTbHAs aCTMA, HAUONATHUeCKUH (PUOPO3UPYIOLIHI
aJIbBEOJINT, THCTHOIMTO3 X JIETKUX, OyJuIe3Hast oMpuszema,
KHCTO3HAsI TUTIOIUIA3HsI JIETKHX.

B 2006 r. B Peructpe JIAM HanumonansHOTO HHCTH-
TyTa cep/ua, jJerkux u kposu CIIIA Ob10 3aperucrpupo-
BaHo 230 ciryyaeB atoro 3aboneBanus [68]. B paznuuHbIx
JIUTEPaTyPHBIX UCTOYHHKAX TPUBOASTCS Pa3HOPEUMBHIC
JTaHHBIE 0 3200JIEBAEMOCTH U pacnpocTpaneHHocTn JIAM.
B pykoBozcTBe o nuarnoctuke u iedennto JIAM, moaro-
TOBJIGHHOM T'PYIIIOI KCIEPTOB 110 MHUIIMAaTUBe EBporeii-
ckoro pecrimparopHoro odmectsa (EPO) ykasbiaercs, 4to
pacnpoctpaneHHocTs JIAM cocrasmnset 1 coyyait Ha 400
TBIC. B3POCIIBIX JKEHIIMH. [10 MHEHHUIO SKCIIEPTOB, pacipo-
CTpaHeHHOCTh JieroqyHoro JIAM orieHMBaeTCs Ha ypOBHE
1-5 na 1 mutH sxennuH. E.Anton et al. [10], netansHo nipo-
aHAJIM3UPOBABIINE COCTABICHHBI METOJIOM aHKETHPOBA-
HUSl «HUCHAHCKUHM peecTp», B KOTOPBIN BKIIOUEHBI 72
narueHTku ¢ JJAM, cuuTaroT, 4TO HCTUHHYIO 3a0oeBac-
MOCTb U pacnpocTpaneHHOCTh JIAM, u3-3a penkocTH 1aH-
HOro 3a0O0JIeBaHMsI, OINPENEIUTh HE MPEACTABISIETCS
BO3MOXKHBIM. V3 72 manreHTok cniopaanueckuii JIAM Obut
y 63 (87,5%) u JIAM, accoumuposannsiii ¢ TCK, Bctpe-
qaJics ToJpKo ¥ 9 (12,5%) skeHIuH.

H.Y.Park et al. [49] B cBOcii paboTe Ha OCHOBaHUH TIPO-
BE/ICHHOT'O BCEHAPOJHOTO OMPOCa OTMEYAIOT 3HAUUTEIb-
HBIH pocT, ocobeHHo ¢ 2004 r., 3aboneBaemoctu JIAM
cpeu Koperckoro Hapoja. ABTopaMu ObLIT CeJIaH BBIBOJ
0 TOM, YTO TIPHYMHON pOCTa BHOBb JHAarHOCTUPOBAHHBIX
TIAIIMEHTOB SIBJISIETCS] PE3YJITAT YBEJINYCHUS BBISBICHUS
panseit craquu LAM npu IIMpoKoM MCIIOIB30BAHUHU KOM-
nproTepHo-ToMorpaduueckoro (KT)-ckpuHuHTa rpyaHOR
KJIETKH, T.K. pYTHHHAas pEeHTreHorpadusi He I03BOJIsUIA
panee 2004 r. BU3yaM3upoBaTh xapakrepHeie 1 JIAM
M3MeHeHus B Jerkux. [1o100HbIe 3aKOHOMEPHOCTH yBe-
JIUYCHUS BBIABICHHBIX 00JbHBIX JIAM oTMeuaroT
S.R.Johnson et al. [32]. ABTOpBI yTBEPIK/AIOT, YTO B CBSI3H
C IIMPOKHUM BHEJPEHUEM B KIMHUYECKYIO MpakTuky KT
BbIcokoro pasperrerust (HRCT), mo3Bosstorieii ¢ BRICOKOM
JIOCTOBEPHOCTBHIO OOHAPYKHMBATh XapakTepHbIe 111 JIAM
W3MEHEHHMS B JIETKUX, a TAKXKe C pa3pabOTKOi HOBBIX M-
arHOCTHYECKUX KPUTEPHEB TAHHOMW ITaTOJIOTUH, 3a00JIeBa-
HUE BBIBISIOT BCe yaile. MOXKHO ITPOrHO3UPOBATh, YTO
BCJIE/ICTBHE YCOBEPIICHCTBOBAHMSI JIMArHOCTUKH TTOKa3a-
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Teau 3a00JIeBaEMOCTH M pacripocTpaneHHocTH JIAM B
Omrokaiiiee Bpemst OyayT BO3pacTarh.

N.Oprescu et al. [46] B OIyOIMKOBaHHOW CTAThE TPE/I-
CTaBWJIM KJIMHUYCCKUE MPEITUKTOPBI CMEPTHOCTH U MPH-
yuHBl cMeptd oT JIAM. Marepuan OCHOBaH Ha
PETPOCIICKTUBHOM aHaiu3e (oHma peecTpa OOJIBHBIX
JIAM cpenn nacenenust CLIA (n=1149). [TonynsimoHHbIe
HCCIICIOBAHMS ITOKAa3aJId, YTO MEIHUaHa BBDKHBACMOCTH Y
nanueHtoB ¢ JIAM oT MOMeHTa MOsIBJIEHUS] CUMIITOMOB
WIK OT MOMCHTA IMOCTAHOBKH JIHMArHo3a 3HAYUTEILHO
BBIIIIE, YeM OBLIO OTMHMCAHO paHee. ITO, [0 MHCHHUIO aBTO-
POB, UMEET BAKHOE 3HAYCHUE ISl OLICHKU YPOBHS KH3HH
y 60nbHBIX JIAM ¥ NIpUHATHSI PEIICHUH, KACAIOIIUXCS UC-
OJIL30BaHUsI JICKAPCTB MJIM TPAHCIUIAHTALMU JICTKUX. B
paHHHX pabOTax MaHHBIX aBTOPOB OBUIM IPEICTABIICHBI
pe3yabTaThl peTPOCIEeKTUBHOTO aHanmu3a 5 u 10- neTHei
cmeptHOCTH (40 11 80%, cooTBeTCTBEeHHO). [10 TOCTIEMHIM
MIPOTHO3aM aBTOPOB, CMEPTHOCTH 4yepe3 10 jeT cocTaBuT
okoso 10-20% c moMeHnTa nosiBieHus: cuMntoMoB u 30%
C MOMEHTa OMOTICHH JIETKOTO, HO KOJICOJICTCS B IIUPOKUX
npejiesiax y OTAeNbHBIX ManueHtoB. Ilpeamonaraemas
CpeIHsIs BBDKUBAEMOCTh OOJIBHBIX, MEPEHECIINX TPAHC-
IJIAHTAIMIO JIETKUX 1o ToBoay JIAM, y manueHToB u3
CIIIA cocTaBisier 29 jieT OT MOMEHTA MOSIBIICHUSI CUMIITO-
MOB ¥ 23 rojia OT MOMEHTa IMOCTaHOBKHU JUArHO3a.

Hamodghuzuonozus u namomopghonozusn

VY 6onbHBIX JIAM B nierkux nosiBistirorcst ocoobie JIAM
KJIETKH, KOTOpBIE MPECTABISIOT CO00H TMOO0 MOoX0XkK1e Ha
MHO(DUOPOOIACTHI BEPETCHOOOPA3HbIC KICTKH, JINOO JITH-
Tenuouansle kiaetku. Ipoucxoxaenne JIAM-kneTok ocra-
€TCsl HESICHBIM, HO HW3BECTHO, 4YTO OHH MOTYT
METacTa3upoBaTh 110 KPOBEHOCHBIM MJIH JIMM(PATHIECKUM
cocylaM aHaJOTMYHO PAKOBBIM KieTkaM [4, 6, 29]. I'ene-
THKE, UMMYHOIIOTHU U TUCTOXUMUH (popmupoBanus JIAM-
KJIETOK IMOCBSIILIEHBI MHOTHE padoTsl [14, 20, 25, 27]. B
cBoeit myonmkaruu S.Harari et al. [29] netanbHo, ¢ TOUKH
3penus natopusuonoruu JIAM-KieTOK, HHTepIPETHPO-
BT PETUCTPUPYEMbIE KIIMHUKO-MOP(OJIOrnIeCKUe U3Me-
HEHMs JIETOYHOW TkaHu y OonbHBIX JIAM. ABTOpPBHI
cuuTarot, yto JJAM-KIeTkH pacroaratrorcsi FpyIrinaMy Bo-
KPYT KHCT, BIIOJIb OPOHXHOJI, KPOBEHOCHBIX H JIUMparude-
CKHUX COCYIOB, 00pa3ysl y3Ibl pa3HOH BEINYNHBI, KOTOPBIE
CIABIMBAIOT JTUM(ATHYECKHE U KPOBEHOCHBIE COCYABI U
oponxu. [TopaxxeHune muMpaTHIecKuX COCYI0B, BEPOSITHO,
SIBJISIETCS] IPUYMHON PAa3BUTHUS XMIOTOPAKCa MM OTKAIl-
nmuBaHust UMbl [TopakeHHe KPOBEHOCHBIX COCY/OB
MOYKET BBI3bIBATH MUKPOKPOBOTEUECHUSI, @ TOPAKECHHUE JIbI-
XaTeJIbHBIX MyTeH MPUBOANUT K OPOHXHAIBHON 00CTPYK-
11K, (OPMUPOBAHHIO BO3IYIIHBIX JIOBYIIEK», a 3aTeM U
kucT. [TosiBIIEHHUIO KHCT CIIOCOOCTBYET M pa3pylIeHUe ap-
XUTEKTOHUKH JIETOYHON TKaHH MaTPUKCHBIMU METaJlIo-
nporenHazamMu M KatencuHoM K,  KoTopble
npoxyuupytorcst JJAM-kieTkaMu.

Y.Fukuda et al. [24] npoBenu uccienoBaHUE CTPYK-
TYPBI JIETKUX C TIOMOIIBIO CBETOBOH M 3JIEKTPOHHOW MHK-
pockomuu, a  TaKkkKe  HWMMYHOTHCTOXMMHYECKHE
WCCJIEJIOBAHUS C LIENbI0 OOHAPYKEHUS 2J1aCTHHA U -aHTH-
TPHUIICHHA Ha Iperaparax, HOJyUYeHHBIX MMPH OTKPBITON
Ouoricuu. B oOpasiax sKkcTparupoBaHHOW TKaHU aBTOPHI
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0OHApYXHJIIM B Pa3JIMYHBIX y4acTKaX CKOILICHHUS KIETOK
IJ1aIKOM MyCKYJIaTyphl U CHHYKEHHE KOJTMUECTBA AMacTHye-
CKUX BOJIOKOH, UX Pa3pbIBbI U IpaHyssIuu. IMMyHOTHCTO-
XUMHUYECKHE HCCIEAOBAaHUSA Ha JJIaCTUH MOKa3ajiH
OKpalIrBaHue aMop(HBIX KOMIIOHEHTOB TACTHYECKUX BO-
JIOKOH B 0Yarax CKOIUIEHHs KJIETOK IIaJIKOW MYyCKYJIaTyphl.
B 27X yyacTkax Takyke 0OHapyKHBAJICS 0, -AHTHTPUIICHH.
[To MHEHHIO aBTOPOB, €CTh OCHOBAHUS MIPEOIAraTh, 4TO
MQpHU3eMOII0A00HbIC U3MeHEeHuUs Tpu JIAM peanusyrorcs
yepes Jerpajalyio AIacTHYeCKUX BOJIOKOH B CBSI3U C Ha-
pyleHreM O6allaHca B CHCTEME 3]1acTa3a — O, -AHTHTPUIICHH
M0JIOOHO BEPOSITHOMY MEXaHM3MY Pa3BUTHS HACTOSIICH
SM(pHU3EMBI.

DNHUaEeMHOIOTHYeCKIe, TeHETHYECKUE U MOJIEKYJIISp-
HbIE MCCIIeI0BaHMS MOKA3bIBAIOT CBA3b MEXKIY CIIOPAIU-
yeckum JIAM u TCK [1, 3, 5]. B padore D.A.Muzykewicz
et al. [44] npuBoOIATCS AaHHBIC PETPOCICKTHBHOIO aHa-
nu3a pesynsraroB KT opraHoB rpynHoO# KI€TKH, BBIIOJ-
HeHHOH y 45 xeHuwH U 20 myxunH ¢ TCK. Kucro3usie
M3MEHEHUS B MapeHXUMe JIETKHX, XapakTepHble 111 JIAM,
aBTOpBI 00HAPY )UK y 22 (49%) xenuwH u 2 (10%) Myx-
YHH.

TyOepo3HbIil CKIIePO3 BOSHUKACT BCICICTBHE MyTaIlUi
B re"ax TSC1 u TSC2, koTopble TaKke OTBETCTBEHHBI 3a
passutue JIAM, npuyem mytanuu B reae TSC2 BcTpe-
yatorcst gaiie. [en TSC1 koaupyer Oenok ramMmapTuH, reH
TSC2 — 6enok Tydoepun. OCHOBHASI POJIb KOMILIECKCA 3TUX
OEJIKOB COCTOUT B MHTMOMpOBaHUH (pepMeHTa KHHA3bI, KO-
TOpast Ha3bIBACTCS «MUILEHBIO PalaMUIITHA MIIEKOITUTAO-
uwx» (mammalian target of rapamycin — mTOR) wu
SIBIISIETCS. OCHOBHBIM PETyJISITOPOM KJIETOUHOTO pocTa. My-
tanuu B reHax TSC2 u TSC1 npuBoJsT K akTUBALIMU KH-
Ha3sl MTOR u k HeperyaupyeMoii nposudepay KIeToK
[14, 44].

Omuonozus u namozenes

Otuonorus JIAM B HacTosIee BpeMs 10 KOHIIA HE U3-
y4eHa, O/THAKO YCTAaHOBJIEHO, YTO MALMEHThI, CTPaJarolie
JIAM, uMeroT MyTalmu B TeX e reHax, uto u jura ¢ TCK,
aumenHo B renax TSC1 u TSC2 [27, 39, 44]. Cnenyer oT-
METHUTh, YTO MYTallUU B IaHHBIX T€HAX BBISBIISIIOTCS KaK B
cnopanuueckux ciaydasx JIAM, tak u B TCK-accounnpo-
BaHHBIX.

Knunuueckue nposejienun

OcHoBHBIE KIUHUUYeckHe nposasiaeHus JIAM Becbma
crieuu(pUYHBI IPH JIETOYHOH JIOKaIN3al|y polecca, U B
TO K€ BpeMsl OTIINYAIOTCS OONBIINM pa3zHOOOpazueM rpu
accormanyu JJAM u TCK unu sxcTpamyIbMOHAIBHOM J10-
kanmzanueit JIAM. Cneundudnble MpU3HAKK JIETOYHON
¢dopmbl JIAM: nporpeccupyromas ojbIKa npu ¢uznyie-
CKOH Harpyske, Kalleib, CHOHTaHHBIN THEBMOTOPAKC, XU-
JIE3HBI  IJIEBPAJbHBIA  BBIIOT  (XHJIOTOpAakc) W
KpoBoXapkaHbe. Pexe BcTpedaeTcs u tumpopesi.

B 2010 r. ony6nmukoBanbl «KiTMHUYECKHE peKOMEH 1a-
uuu EBpornelickoro pecnmpaTopHoro oomiecrsa 1o Juar-
HOCTHKE M BEJIEHHIO JHM(aHTHOICHOMUOMATO32a,
COTJIaCHO KOTOPBIM JuarHo3 JIAM MokeT UMeTh paszHyio
CTENEeHb BEPOSTHOCTH B 3aBHCHUMOCTH OT KJIMHHUYECKHUX
JTaHHBIX, HAJIUYUSA WIH OTCYTCTBUS THUCTOJIOTHYECKOTO
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MTOATBEPIKICHHSI, BHEIICTOUHBIX MPOSBIICHUM, KapTHHBI KT.

Yka3aHHbIE KPUTEPUH OCHOBAHBI HA PE3YNIbTaTaX HECKOIb-

KHX KPYITHBIX UCCJIEJIOBAHUM U MHEHHUH DKCIIEPTOB. [6, 32].
beccnopmwiii duaenos JIAM:

* )KEHCKHH I10J1 ILTI0C HAJTYHE JI000r0 U3 MepedHCIIeH-
HBIX HHXKE BHEJICTOUHBIX MTPOSIBIICHHIA;

°* AaHTHOMHOJIUTIOMBI TIOYCK;

* XMJIC3HBIN BBINOT B IUICBPAJIbHON MIIH OPIOIIHOM 10~
JIOCTH;

* TUM(aHTHOICHOMHOMBI UITM TUCTOJIOTUYECKUE TTPHU-
snaku JIAM nipu Ouornicun aumdoysia;

* TyOEpO3HBIi CKIIEPO3.

[Ipu HATUYUH STUX KPUTSPUEB HE TPEOYETCS TUCTOJIO-
THYECKOTO MOATBEP)KICHUS THarHO3a.

Beposmuwiil Quaenos JIAM:

* XapaKTepHbIE KJIMHHYECKUE JaHHBIC IUTIOC TUITUYHbBIE
m3menenus Ha KT nerkux, nubdo

* TunyHbie W3MeHeHus Ha KT jerkux y G0JbHOTO ¢
AHTHOMHUOJIMIIOMAMH WJIM XHJIC3HBIM BBIIIOTOM B ILICB-
PAbHOW WIIM OPIOIIHOM MOJIOCTH.

Manogeposmmuuiii duazrnos JIAM:

* xapaktepHbic u3mMeHenus Ha KT jerkux mpu orcyT-
CTBUHU COOTBETCTBYIOINIUX KIMHUYCCKUX MPOSIBICHUI. B
Takoil cutyauuu Tpedyercst audpepeHnnanbHas Auarto-
CTHKA C IPYTHUMH 3a00JIeBaHUSIMU (TUCTHOLIUTO30M X, T10-
JIOCTHBIMH ~ METacTa3aMH, CENTHYECKOH dSMOoIuei,
JICTOYHOW CEKBECTpalMeH, SM(PU3EMOH, KHUCTO3HBIMH
OpPOHX03KTa3aMH), B TIEPBYIO OUEPEIb C TIOMOIIBIO THCTO-
JIOTHYCCKUX ¥ MMMYHOTHCTOXUMHUYECKHUX METOMIOB.

JlaHHOE PYKOBOJICTBO SIBJISIETCS IEPBBIM MEXTyHAPOI-
HBIM KJIMHUYECKUM pyKoBozacTBoM 11o JIAM. Ero coznanue
MOTPeOOBAaJIO yyacTUsi MHOTUX CIELHUATHCTOB U3 Pa3HbIX
cTpaH. B CBsI3M C OTCYTCTBHEM JIOCTATOYHOM JI0Ka3aTelb-
HOM 0a3bl, 1Sl BBIPAOOTKY PYKOBOJCTBA OBLI HCIIONB30BaH
IIpUeM KOHCEHCYca, OCHOBAHHBIM Ha COYETaHUM J0Ka3a-
TENILCTB U MHEHHH DKCIEPTOB. [J1aBHAs 1IeJIb ATOTO JIOKY-
MEHTa — [IOMOYb MAIMEHTaM 3a CUET PaHHEH TNarHOCTUKU
Y ONTHUMAJIBLHOTO JICUSHHs B CTPaHaX C JIOOBIMHU pecyp-
CaMH 3/IpaBOOXPaHEHUSI.

[Tpu4uHaMK OZIBIIIKY CITyXKaT OpOHXHAIbHAs 00CTPYK-
LIUST ¥ KMCTO3HAs IeTeHepalys JIeroyHo# Tkanu. CrioHTaH-
HBI TTHEBMOTOPAKC HEPEOKO CTAHOBUTCS IIEPBBIM
nposisnenueM JIAM [32]. Pax aropos [43, 56] cuunTaror,
YTO PELUANBUPYIOIIUI THEBMOTOPAKC Y HEKYPSIIIUX KCH-
IIMH JIOJKEH paccMaTrpuBaThes Kak npeaukrop JIAM, mo-
9TOMYy UM B O00s3aTEIbHOM IIOpPSIKE HEOOXOIMMO
nposenerne KT, B TOM 4nciie U CKpUHUHTOBOM PEXHME
[36, 40, 56].

[Iporpeccupytomiasi oAbIIIKa TPH (PHU3HMYECKON Ha-
rpy3Ke HaOmonaeTes mpuMepHo y 80% OONBHBIX, PEIHIU-
BUpYIOIUi mHeBMoTopakc —y 50-75% [6, 32]. S.H.Lu et
al. [40] cpenn nabmonammxcst 60apHbIX JIAM oTMeualor,
YTO KPOBOXapKaHbe BCTPEYaeTCs CyIIECTBEHHO Yallle, YeM
XHIIOTOpaKC (COOTBETCTBEHHO, 57 u 36%). Psan aBTopoB
[16, 31] moMumMo XujaoTOpakca HaOJIIONATH XHJIC3HBIN
acuuT, uMdeaeMy HUKHUX KOHEUHOCTEH U JIaXe SITOJTHUIIL.
Tak, o nanueM Y.Hoshika et al. [31], u3 rpynmsr 288 na-
LUEHTOK ¢ quarno3oM JIAM y 8 (3,5%) Obuta mumdenema
HIOKHMX KOHEYHOCTEH, mpuueM y 5 U3 HuxX Jumbenema
ObL1a OCHOBHBIM TposiBieHneM JIAM. I1pu nocnenyromem
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KT-o0cnenoBanuu y Bcex § maneHToB ObliIa 0OHapyKeHa
nmuMGaieHonaTHst 3a0PIOITMHHOTO TPOCTPAHCTBA HITH T10-
JIOCTH MaJIoro Tasa.

[To nanueiM R.Palmeiro et al. [47] xunmoropaxe, kax
nposienenue JIAM, BcTpedaeTcs y Kax101 TpeTbel maru-
€HTKH B PETPOIyKTUBHOM BO3PACTE, a B IOCTMEHOTIAy3¢ U
0COOEHHO B IOXKHJIOM BO3PACTE XMUIIOTOPAKC OIHCHIBAETCS
Kak kazyucruka. Tak, Hanpumep, M.Pontes et al. [51] onu-
CBIBAIOT ocnoxHeHue teueHus JIAM y 68-netHeit nmanu-
entku, M.J.Richter et al. [52] — y 87-nerHeii. ABTOpHI
CYUTAIOT, YTO NPU TPOBEJCHUH JUPPepeHInAIBLHON H-
arHOCTHKH Y MAIMEHTOK MMOXHJIOT0 BO3pacTa, y KOTOPHIX
HaOJTIOIaeTCsl KUCTO3HAs TpaHC(HOPMAIIHs JISTOYHOH TKaH!
U XWJIOTOPAKC, MUAarHO3 JOJKEH ObITh C(OPMUPOBAH B
moJib3y JIAM, naske eciiu 1o BUTATIBHBIM (DYyHKIHSIM OHO-
TICHIO BBINOJHUTH HE MPEACTaBISETCS BO3MOXKHBIM. L.M.
de Souza et al. [61] onuCBIBaOT KpaifHE PEIKO BCTpEUaro-
Iuics ciayyail cucteMHoro BpoxkaeHHoro JIAM y HOBO-
poxaeHHoro. CMepTh POU30IILIA B TEYEHUE TIEPBOTO Yaca
KU3HH. Pe3ysbTaThl BCKPBITHS TIOKa3aId MHOTOYHMCIICHHBIE
KHCTBI B MATKHX TKaHSX HMICHKH MaTKu, 00JIacTH CpeiocTe-
HUS ¥ iMadparmel, a Tak)Ke B JIPYTUX OpraHax, BKIIOYas
TIeYCHbB, CEJIE3EHKY, IIUTOBUIHYIO JKEeJIE3y U MOYKH.

U3 snenecounvix dhopm JIAM B nmuteparype ONMUCaHBI
cilydau MeauacTUHaIbHOM mumdanenonaruu [S1]. Opu-
THHaJbHOE HaOmonenue npeacrasmwin A.M.Derweduwen
et al. [21]. ABropamu y 32-JIeTHEH JKCHITUHBI HA TICPBOM
sTane ooHapyxeHbl JJAM-Macchl B BepXHe-TIepeTHEM Cpe-
JIOCTEHUH, ¥ Yepe3 JiBa Toj[a IocJIe orepayy Obuii oOHa-
pyxenbl Mmeractazsl JIAM B obmactum men. Ha
MeTracTaTruueckuii moreHman JIAM ki1eTok ykazaHo B pa-
6ore S.H.Lu et al. [40].

H.Frank, W.Weiss [23] onuchIBalOT KJIMHUYECKOE Ha-
OnrozieHue, Koryia repBbiM nposieieHreM JIAM ObL1 Bbipa-
YKEHHBI! JIByCTOPOHHHH OTEK HOT BCJIEJICTBUE OOCTPYKIIMU
BEHO3HOT'0 KpOBOOOpAIIEHHS U 3aMeJICHNUS TUM(POOTTOKA
MAaCCHUBHOM JTUM(aHTHOMOH, pacrojaraBuiciics mapaka-
BasbHO. [Ipu NIpoBeIeHHOM B TIOpsIKE KOMIUIEKCHON JH-
arHoctukd KT BBISIBICHBI MOJIMKHACTO3HBIE U3MEHEHUSI B
nerkux. E.Lajtman et al. [37] onuckiBaroT 1Ba HadIOME-
Hus, Koraa Maccel JIAM pacronaranuck B 3anMpaTenbHON
sIMKe 00JIacTH Ta3a BOKPYT HAapy)KHOMU IMOJB3IOLIHON ap-
Tepuu. KIIMHUYeCKH 3TO MPOSIBISLIOCH Ta30BBIMU OOJISIMU
Y XUJIE3HBIM aCIIUTOM.

K.Tanaka et al. [63] onncany kIuHUYECKOE HAOIIO/IE-
nue JIAM 3a0promuHHON JoKanu3anun 0e3 Kakux-1moo
CHUMIITOMOB pPECIUpPaTOpHBIX 3a0oneBanuii. Ho mpu mpo-
BEJICHUM TOCJEIyIOIeN MOJTUOPTaHHON AMATHOCTUKH C
niomorisio HRCT, B terkux oOHapyKeHbl 0€CCUMITTOMHBIE
MOJIMKUCTO3HBIE U3MEHEHUs1, XapakTepHble st JIAM.

N.A.Wani et al. [67] HaOIr0MaIH TAIIMEHTKY C JOMH-
nupytomuMm JIAM-nopaxkeHneM 00IacTH IIeH |, B 4acT-
HOCTH, SPEMHOH BEHBI, ITPU KJIMHUYECKH OECCUMITTOMHBIX
KHCTO3HBIX M3MEHEHUSIX B JICTKHX.

Couemanue JIAM ¢ noueunoii namonozue — an2uo-
muonunomamu (AMJT). E.Anton et al. [10] mpoBenu aHke-
THPOBAaHUE M COCTABWIM peecTp 3aboneBaemoctu JIAM
cpenu sxuteneii Vicnanuu 3a nByxisetHuid mepuoa. Oopa-
OoTtaHbl 1aHHbIE 72 skeHIIMH. 63 narueHTku (87,5%) Obun
co crnopaauieckoit popmoit JIAM u Tonbko 9 (12,5%) —
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JIAM, acconmuposannoii ¢ TCK. TToutn y 40% GonbHBIX
JIAM, 6sun BeisiBIICHBI AMJI mouek. AMJI y GONBHBIX ¢
couetanueM JIAM u TCK BbISIBISITUCE B 2 pa3a yallie.

WurepecHble naHHbIE OITyOMKoBaHbI B padote J.H.Ryu
et al. [54]. Llensto ucciaenoBanus OblIa OIICHKA YaCTOTHI
HE JUAarHOCTHUPOBAHHBIX KUCTO3HBIX JIAM-mopakeHuit
JIETKUX Y OOJIBHBIX C BIIEPBBIC BBISIBICHHBIMH OUEYHBIMU
AMIJIL. ABtopsl mpoBeny perpocnekTuBHbI anamu3 KT
TPYIHOM KJIeTKH y 176 B3pOCHBIX MAIMEHTOB, Y KOTOPBIX
JMUArHOCTUPOBaHbl modedHbie AMJL. YV OonbmmHCTBA
6onbHBIX (90,3%) ToYeuHast Oy X0JIb ObLIa CTyJaiHOM Ha-
xojxoi ipu umupk-auarsocruke (Y3U, KT, MPT) opra-
HOB OpromHON mnonocTH. He auarHocTHpoBaHHBIE
CBOEBPEMEHHO KHUCTO3HbIE JeroyHsle JIAM-u3meHeHus
ObuTH BhIsiBIEeHBI y 19 manuenTos (10,8%). ABropsl, ox-
YepKHBasi MYJIbTUCUCTEMHOCTh JIAM-nopaxeHuit, otMme-
YaloT 4acToe coueTaHue (TecHyro B3auMocssizb) JIAM u
AMUJI 1 Ha OCHOBE 3TOT0 PEKOMEHAYIOT HCITOJIb30BaTh (-
(beKTUBHBIE KOMILIEKCHBIE IMarHOCTHUECKUE AITOPUTMBI.
[TonoOHO# TOYKY 3peHNs IPUIEP)KUBAIOTCS U IPyTHE CIie-
uuaiucTel [15, 45, 60, 64].

Penmezenonozuueckan, KT u MPT ouaznocmuxa

Penrrenonornueckue npuszHaku JIAM poctarodHo
moipo0OHO onucaHsl B muteparype [8, 19, 23, 36, 48]. Oc-
HOBHBIMH PEHTTCHOJIOTHYCCKUMH Npu3Hakamu JIAM Ha
OOBIYHBIX PEHTreHOTpaMMax sBJIstoTcs AU dy3HOE yCH-
JICHUE JITOYHOTO PUCYHKA CETYATOTO XapaKTepa, sSencTast
TpaHcpopManus CTPYKTYPbI JIETKUX 32 CYET MHOXKECTBEH-
HBIX TOHKOCTEHHBIX BO3IYIIHBIX KHUCT Pa3IdYHON Be-
JIMYMHBI, a TAK)KE YBEIHMYEHUE 00beMa JIETKUX

K.Matsui et al. [41] Ha penpe3eHTaTHBHOM KIMHUYE-
cKkoM Marepuatie (n=22) yOeauTeNbHO JOKa3bIBAIOT MPO-
HCXOX/ICHHUE JIETOUHBIX KUCT y OonbHBIX JIAM BeiencTBre
00CTpyKITNH (3MOOTHM3AINH ) TUM(DATHICCKUX COCYIOB.

B panneii cragum 3a0oseBaHUsT PEHTTEHOJIOTHYECKUE
W3MEHEHHs] MOT'YT HE BBISIBIISITHCSI, 0COOEHHO KOTJIa OTCYT-
CTBYET ITHEBMOTOPAKC MJIX TUICBPAJIbHBIN BBITOT (XHAIOTO-
pakc). T.Suzuki et al. [62] onyOIMKOBaIN KIMHHYECKOES
HaOmonenue, Korjaa y 28 jeTHel NaueHTKy C PeluIuBH-
pytomem nHeBMoTopakcoM npu KT maronornueckux us-
MEHEHUH B JIETKHX, 3a WCKJIIOYCHHEM HEOOIBIINX
anMKaJIbHBIX OYJUI, HE OBUIO BBIABJICHO. 110 KJIMHUYECKUM
MOKa3aHMSIM OblIa BBITIOJHEHA BUICOTOPAKOCKOITMYECKast
Ppe3eKIys BEpXyIIKH JIEBOTO JIerkoro. [Ipu mMmyHoOTrHcTO-
JIOTUYECKOM HMCCJIEI0BaHUH OOHAPY)KEHbI aHTUTENA, CIie-
mupuaeckue s JIAM. J.A.Borovansky et al. [13]
MTOJTUCPKHUBAIOT, YTO M3-3a PEAKOM 3aboneBacMocTH JIAM
U Hecnenn(pUIHOCTH CUMIITOMOB, OCOOCHHO Ha Havajb-
HBIX CTaJIUSX €r0 Pa3BUTHUSA, OTMEUACTCS JIMOO TUIOIHAT-
HOCTHKA, JIN0O BHICTABIISETCS OMMOOYHBIH nuarHo3s. 1o
9TOH MpPUYHMHE aBTOPHI MOJIArarT, 94to JIAM MOXeT OBITh
OoJiee pacrpoCTpaHEHHbBIM 3a00JIEBAHUEM, UEM CUUTAIIOCH
paHee, U KpaiiHe Ba)KHO, [0 UX MHEHHIO, 4TOOBI Oblia
Ooiiee yBepeHHas AMArHOCTHKA 3a00JIeBaHUS Ha dTanax
MIEPBUYHON MEAUITMHCKOM MTOMOIITH U TTAIUCHTHI CBOCBPE-
MEHHO HalpaBJsUTUCh B CIEIUAIN3UPOBAHHBIE IEHTPBI.
ABTOpaMU CHpaBeIIMBO MOTUYEPKUBACTCS, UTO TPAIH-
LIMOHHAS peHTTeHOTrpadusi 3HAYUTENIFHO YCTYIAET 110 4yB-
crBuTebHOCTH M HHPopMmatuBHOCTH KT wm mnpu ee
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WCIIONIb30BAHUH TIPE00IaaeT THII0JUarHOCTHKA 3a00J1e-
BaHMs. DTOT (DaKT MMOATBEPKIACTCS U B LIEJIOM PSIE Ipy-
rux nyonukanuii [34, 53, 66].

B HexoTophIx HayuHbIX padoTax [10, 12] ykasbiBaercs,
YTO JaXKe B Pa3BEepHYTYIO a3y 3a00JeBaHMs TPAJAUIMOH-
HBIE PEHTI'€HOI'PAMMBI HE SIBJISIFOTCS CIIeI(PUUHBIMU IS
JIAM, MHOXXECTBO KUCT B apeHXUME JETKUX He nudde-
penuupyercs. [1o MHEHNIO OOJBIIMHCTBA CIICIHATHCTOB
[40, 43, 49, 54], 3anumMatonuxcs mpodnemoit JIAM, anb-
TepHaTuBBl coBpeMeHHbIM MeTogaM KT B Hacrosmiee
BpeMs HE CyILIECTBYET.

B psine pabor npencrasnena noxpodHast KT-peHTreHo-
cemuoruka JIAM, muddepeHuaibHo-11arHoCTHICCKUE
kputepun JIAM u npyrux 3a0oiieBaHui OPraHOB J(bIXa-
HUSI, TIPOSIBIISIIOIINXCSI KUCTO3HOM TpaHchopmanueii je-
TOYHOW mapeHXuMsbl U uHTepcTunu [8, 12, 18, 26, 58]. B
cBoeii myonmukannun S.Abi Khalil et al. [8] npennarator
OIICHUBATh HEKOTOPBIE KOJINYECTBEHHBIE MTapaMeTpHl Jie-
TOYHBIX U3MEHEHHH: KOIMYEeCTBO KUCT, UX pa3Mep, TOJ-
UMHY U TIJaJKOCTh CTEHOK, HaJM4Me COAEPKUMOTO,
M3MEHEHUs OKpYKaroliel ierouHoi Tkanu. Juddepenim-
aJbHYIO0 JUAarHOCTHKY IPHU KUCTO3HOM IIPOIIECCE B JIETKUX,
110 MHEHHIO aBTOPOB, CIeAyeT NPOBOAUTH Mexay JIAM,
THCTHOLUTO30M X, MOJIOCTHBIMU METacTa3aMH, CenThye-
CKOM AMOo0JIHel, JTIeroYHON CeKBeCTpaluei, SMPU3EeMOii,
KHCTO3HBIMH OPOHX03KTa3aMU

J.Ley-Zaporozhan [38], paccMaTpuBasi CKHAIOTHYE-
cKUe ()eHOMEHBI THITOBEHTUIISIIIMU U TUTIEPHHISIIIAHT, MO-
3aMKM TUIOTHOCTEH JIETOYHOW mapeHXuMbl (M3-3a
MO3an4HOH Nepdy3UH UK BO3ILYLITHBIX JIoBYyIeK ) mpu KT
TOHKHUMH CPE€3aMHU Y MAallMeHTOB C Pa3JIMYHON JIETOUHOM
MaTOJIOTHEN, MpeAsaraloT B KadeCTBE OTIMYUTENbHBIX
MIPU3HAKOB KUCTO3HBIX CTPYKTYp OT rUnepuH(siuuu (B
pe3yabrare SMPHU3EMbl B «MO3AHYHBIX Y30POBY), UCTIOb-
30Barh, npu aHaimuze KT-nzobpaxenuit nuddepeHun-
POBKY CTEHOK B KHMCTO3HBIX MOIOCTSIX.

JleTanbHO peHTreHoJOrHYecKast KapTUHA JIETOYHBIX
nposienennit  JIAM otpaxkena B padore J.Kirchner,
U.Lo6rcher [35]. ABTOpBI TOAUEPKUBAIOT, UTO B pe3yJibTare
nposnepayy KIeTOK TNaJAKOH MyCKylnaTypbl B MEpH-
OpOHXHAJBHYIO, MIEPUBACKYJSIPHYIO U TIepHIUM{aTuye-
CKYIO KJIETYATKy NMPOUCXOMAAT TSAXKEIble NeCTPYKTUBHBIE
M3MEHEHHUs B apeHXuMe Jerkux. [Ipu oueHke pesyiabra-
toB KT-uccnenoanuil 12 manueHTOB ¢ TUCTONOTHYECKH
noATBep )k AEHHBIM JIAM, OHH OTMEUaroT y BceX OOJIbHBIX
I Qy3HbIe PETHKYIISPHBIC CHHYKCHUSI ITHEBMATU3AIUH,
TIOJIMKKUCTO3 U YBEJIMUeHNE 00beMa JIETKUX. ABTOPBI T10-
CTYIHMPYIOT JBa OCHOBHBIX THIa JIAM: oflvH — B pe3yiib-
Tare AUQPQPY3HOro pacrpeneICHUs MHOKECTBA MEJIKUX
KHUCT, IPYTOl oTpaxkaeT OoJiee cephE3HbIEC pa3pyIIeHHs Jie-
TOYHOM TTAPEHXUMBI C 00pa30BaHUE KPYITHBIX, OTCTOSIIMX
JIpyr oT apyra kucT. OTMedaercs, 4To OKpyXKaroas Jie-
royHas TKaHb YacTO HE N3MEHEHa, OJHAKO IOJIaraloT, YTo
coueranue (pUOPO3HBIX U KUCTO3HBIX M3MEHEHHI HE MPO-
TUBOPEUHT auaraosy JIAM, Ho nuddepeHnmaipHas quar-
HOCTHKA IIPU 3TOM 3HAYUTENBHO 3aTPyJHEHA.

MHorue aBTOpbl YKa3bIBAIOT Ha TO, YTO KUCTHI OBIBAIOT
JIBYX THUIIOB: MEJIKHE MHOXECTBEHHBIE, TUIIa COTOBOTO JIeT-
KOTO, ¥ KPYITHBIE KHCTbI, HAITOMUHAIOIINE OYyIIIIE3HYIO IM-
¢uzemy. TonmmHa CTEHOK KHCT OOBIYHO HE MPEBbINIAET 2



BIOJUIETEHD

Boinyck 52, 2014

MM, IIpHYEM CTEHKA BBIABISIETCSA HE BCEIZa M HE HA BCEM
npotrspkeruu [7, 9, 35]. st 0ObeKTUBU3AIMN PEHTTEHO-
Mopdostornueckux ocodenHocreit JIAM psiiom aBTOpoB
[2, 57, 64, 65] pa3zpaboTaHbl METOIBI KOJUYECTBECHHOM
OLICHKU KHCTO3HBIX U3MEHEHUH B Jerkux. Pa3meps! kucrt
MOTYT BapbUPOBaTh OT €1Ba Pa3IMIUMbIX 10 25-30 MM B
JUaMeTpe, KOJMUYEeCTBO — OT €JUHUYHBIX KUCT 10 IIOYTH
TIOJIHOTO 3aMELICHUSI UMH JIETOYHON IapEeHXUMBI, TOJIIINHA
CTEHKH MOYKET K0J1e0aThCsl OT IIOYTH HEBUAUMOMU 10 2 MM,
pexe — o 4 mm [7, 8, 30, 38, 54].

Knunuueckoe naonrooenue

B nanHO# myOnmvKanyy B Ka4eCTBE HILTIOCTPATHBHOTO
Marepuajia HaMU MPEJICTaBICHO OJIHO M3 TPEX COOCTBEH-
HBIX apXMBHBIX KIIMHUYeCKUX HaOmonennit JIAM. Tlanu-
entka A., 50 ner, oOparuyach B KOHCYJBTaTHBHYIO
nosmkianHuky OI'BY « IHI ®I11» CO PAMH Ha xoH-
CYNIBTAIMIO K ITJIBMOHOJIOTY C %ajio0aMu Ha cyodedpu-
qaret 10 37,2-37,5°C, yMepeHHYIO0 OJIBIIKY TIPH OBICTPOIA
xo/p0e, peaKuil Kamenb 1o Hodam. V3 aHamHe3a u3-
BECTHO, 4TO 3 Toz1a Ha3aj ObLIa MPON3BeIeHa SKCTUPIIAIINS
MaTK{ C MPHUIATKAMH 110 TOBOJY MHOXECTBEHHBIX (n=3)
BHYTPUMATOYHBIX ¥ BHEMATOUHBIX (Ta30BBIX) JEHOMHOM,
4acTo Oosena MHeBMOHUSIMU. [1pu Ty4eBoi JMarHOCTHKE,

MIPOBOJIMBIIEHCS B YCIOBUSIX KOHCYJIBTATUBHOM MOJIMKIIH-
nHuku JJHI] ®II/], ncronbp3oBaHbl COBPEMEHHBIE METO/IBI
KT — mynbrucnmpanbHasi KOMIObIOTEpHass ToMorpadus
(MCKT) ¢ nmoctnponeccuHroBoi 00paboTKOM Moay4YeH-
HBIX H300pa)KeHU#, BKIIOYAIONIUX MYJIBTHILIAHAPHYIO
(MIIP) u 3D pexonctpykimu. C ITOMOIIBI0 OPUTHHAIBHBIX
MeTonuk (3D BoJrOMETpHs KUCTO3HBIX 00Opa3oBaHH Ha
BIOXE W BBIJIOXE) BBINOJHEH CPaBHHUTEIBHBIH KOJIUYE-
CTBEHHBIH aHaJIU3 00beMa MOJOCTHBIX 00pPa30BaHUH B pa3-
JTUYHbIe (a3l AbIxarensHoro nukia (puc. 1, 2, 3, 4). Co
CJIOB TTAIIMEHTKH, IpH (urrooporpaduu, kotopas Oblia cie-
naHa 1 oy Ha3ax, KUCTO3HBIE CTPYKTYPBI ONPEIEIISIIUCE.
J1o aTOTO, B TEUEHHE 5 JIET, MAIIMEHTKA [0 Pa3HBIM IPUYH-
HaMm (urooporpaduio He MPOXOoIuIa.

3axniouenue. BhIsSBIEHB MHOKECTBEHHBIE IOJIHCET-
MEHTapHbIE TOHKOCTEHHbIE BO3YIIHbIE KUCTHI B 000MX
JIETKUX ¢ IepH(OKaTbHBIM JTUM(PAHTONTOM U HE PE3KO BbI-
pakeHHast MenMacTUHANbHas JuMpaaeHonarus. OTMeva-
ercst HECOOTBETCTBHUE BBIPQKEHHOCTH
PEHTIEHOJIOTHYECKUX M3MEHEHUH B 000MX JIETKUX U Oec-
CHUMIITOMHOH KIIMHUYECKOH KapTUHBL. KIIMHUKO-pEHTreHOo-
JIOTHYECKasi KapTHHA XapaKTepHa JJIsl JIETOYHOU (OPMBI
JIAM.

Puc. 1. bormpHas A., 50 nert.
JIAM opranos gpxanus. PeHt-
reHorpaMMa OpraHoB IPYIHON
KJIEeTKH, (pOHTaNbHas Ipo-
exud. Bo Bcex 30Hax oboux
JIETKUX, IPEUMYIIECTBEHHO B
CpeIHUX 30HAX, BU3YyaIU3HPY-
ercst auddy3HOE yCUICHUE U
nedopmalus JISTOYHOTO pH-
cynka. Jlupdepenuupyrorcs
MHO)KECTBCHHbIE TOHKOCTEH-
HbIE BO3/IYLIHBIE IIOJIOCTH C IIe-
pUQOKaIbHOM UHHUITB-
Tpauuei, 04aroBeIM U JIMHEH-
HBIM ITHeBMO(UOpo3om. KopHu
HIUPOKHE, MAJIOCTPYKTYPHBIE.
V3MeHEeHHS perucTpupyroTcs
CHMMETPHYHO  «3EpKaJIbHOY,
IPEUMYIIECTBEHHO B CPEIHUX
30HaXx.

Obcysrcoenue

B npencraBieHHOM HaMH KIIMHUYECKOM HaOJIO/ICHHH,
y manuenTku 50 JeT B mocTMeHornayse, ¢ Mopdoiorude-
cku okazaHHbIM JIAM, umeercst psii 0COOCHHOCTEH:

* B aHaMHe3e 3 roja Hazaj orneparnus (IKCTUpPIIAIHS
MaTK{ C IPUIATKaMH) 110 MTOBOJY MaTOYHBIX M Ta30BBIX
nefiomuom (n=3);

* B aHaMHe3€ OTCYTCTBYIOT TUIIMYHbIE /1 JIAM penu-
JIMBHPYIOIUE THEBMOTOPAKCH U XMJIOTOPAKCHI, & TaK e
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npu3HaKu couetarouerocs (10 40%) TyOepo3HOro cKie-
po3a;

* o naHHbIM MCKT, Hapsay ¢ BO3AyIIHBIMU KUCTaMU,
BU3YaJIM3UPYyETCsl NepHU(OKaNbHBIA JTUM(DAHTOUT U He-
PE3KO BBIpa)KEHHAsI MeIaCTHHAIbHAS TMM(aIeHOIaTHS;

* 0c000 ciieyeT 0OpaTuTh BHUMaHHE Ha HECOOTBET-
CTBHE CKYIHBIX KIMHUYECKUX JAHHBIX U BBIPAKEHHOCTH
BbisiBIeHHBIX Tpr MCKT nommmopdHBIX, IBYCTOPOHHHUX,
TIOJIMCErMEeHTapHBIX H3MEHEHUH B JIETKUX.
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DG FRD 84

Lute 1.0 Lws it

ynyd

Puc. 2. B oboux Jer-
KHX, HAYHHAs OT BEPXY-
[IEYHBIX ¥ JI0 0a3albHBIX
CErMEHTOB, BBISIBIISFOTCS
MHOYKCCTBECHHBIC TOHKO-
CTCHHBIC  BO3IYIIHBIC
KHCTBI, JUAMETPOM OT 5
110 32 mM. OkpyKatroras

———— JICT'OYHas TKaHb MCCTaMU

yIJIOTHEHA,  MpO3pau-

‘ HOCTb €€ CHMIKCHa IIO

TUITy MaTOBOTO CTeKJa.
MCKT-kapTuHa Xapak-
TepHa JJI1 MHOKECTBEH-
HBIX TTOJIUCETMEHTAPHBIX
TOHKOCTEHHBIX I10JIOCT-
HBIX CTPYKTYp B 00OHMX
JIETKUX C TepU(OKab-
HBIM JTUM(aHTHUTOM.

Puc. 3. MIIP Bo ¢ponTanbHoii (A) u npaBoit 6okoBoii (b) mpoekimsx. B 06oux yerkux, Ha4uHasi OT BEPXYIIEUHBIX
CErMEHTOB U JI0 0a3aJIbHBIX CETMEHTOB, BBISBIISIIOTCS MHOKECTBEHHBIE TOHKOCTEHHBIE BO3JIYIIIHBIE KUCTHI, THAMETPOM OT
5 1o 32 mm. Okpykaroras JierouHasi TKaHb MECTaMHU YIUIOTHEHa, MPO3pPauyHOCTh €¢ CHUIKEHA 10 THUITY MaTOBOTO CTEeKJIa

3a CYET PETUKYISIPHBIX (PUOPO3HBIX N3MEHEHUIH.
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Puc. 4. A — 3D pekoHCTpYKIHsl OpPraHOB CPEIOCTEHUsI B MPaBOH OOKOBOI mpoekiuu. B BepxHem cpenocteHnu qud-
(epeHIMpyeTcs TpyIa YBEINUSHHBIX, YIDIOTHEHHBIX JIUM(]OY3IIOB (OTMEUYEHBI cTpenkamu). TpexMepHble MOJIEH BO3-
JIyXOHAIOJHEHHOCTH JIETKHX B MHCTIHparopHyto (b) u axcrimparophyto (B) ¢assl qprxanus, mocTpoeHHbIE B OrpaHHYEHHOM
JIEHCUTOMETpUYeckoM auara3zone ot -950 HU u Hmxke, uTo mo3BossieT nuddepeHIpoBaTh U3 BCero o0beMa JICrOuHON
TKaHM TOJILKO MOJIOCTHBIE CTPYKTYPBI. Y UUTBIBAS KOJIMUECTBEHHYIO OIICHKY, 00BEM IMOJO0CTEeN HE M3MEHSIETCS B 3aBHCH-
MOCTH OT (pa3bl JbIXaTEILHOTO UK.

CorntacHo OmyOIMKOBaHHOMY aBTOPHTETHOMY HH(OP-
MaIMOHHOMY Matepuany «KJInHu4YecKkue peKOMEHIaIiu
EBporielickoro pecnuparopHOro oomecTsa Mo JAUarHo-
CTHKE M BeleHHIo 00mbHBIX JIAM» (2010), koTopoe moa-
TOTOBJICHO BEIYIIUMH CIICIIHAIUCTAMH MHOTHX CTpaH,
nuarno3 JIAM B npencTaBieHHOM HaMU KIIMHUUECKUM Ha-
OJIIONEHUHU, OCHOBAHHOM IPHOPUTETHO Ha PE3yiIbTarax
MCKT-o0cnenoBanusi, He COOTBETCTBYET Kputepusim EPO
Uit onpexneneHust — «beccnopuwiil ouaenoz JIAM». B
Takol cutyarmu Tpedyercs nuddepeHimanpHas JMarHo-
CTHKA C IPyTUMU 3a00JICBAaHUSIMH, C 0053aTEIIBHON BEpH-
¢ukanueii ¢ MOMOIIBIO  T'UCTOJIOTMYCCKHX U
HMMYHOTHCTOXMMHUYIESCKHX MeTOIOB. JnddepeHimpoBars
HEOOXOIMMO, B TICPBYIO 0YEPElb, C TUP(PY3HBIM JICTOYHBIM
¢ubpo30M, KHCTO3HOW THIOIIA3UeH, TPAKIIMOHHBIMU
OpOoHXO03KTa3aMu, OyJIe3HOH IM(PU3eMOH, THCTHOIUTO30M
X, CENTUYECKON METacTaTUIeCKON SMOOTM3aUCH JICTKHX,
JICTOYHOM ceKBecTparuei u ap.

Hst nudpdepenimansroii auaraoctuku JIAM ¢ wuc-
nosip3oBanueM MCKT, kak Hanbonee napopmaruBHOTO
JIHArHOCTHYECKOT0 METO/[a, HEOOXOIMMO OCHOBBIBATHCS HA
OIICHKE MPHOPUTETHOTO MATTEPHA — KUCTO3HOTO MaTTepHa
(cystic pattern), XapaKTepH3YIOIIETOCS 00pa30BaHUEM TOH-
KOCTEHHBIX BO3IYIIHBIX KUCTO3HBIX ITOJIOCTEH B JICTOYHOM
TKaHHU.

o JI71st ©AMONIaTHIECKOTO JierouHoro ¢puodposa (pudpo-
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3UPYIOIIETo aJbBEOJINTA) XapaKTEePEeH IaTTepH «ITUEITHHbIC
cotb» (honeycombing), pu 3TOM HaOJFOIAETCS COUeTa-
HHUE UHTEPCTUIHAIBHOTO (PUOpO3a U MENTKUX, MeHee 1 cMm,
TI0JIOCTEH, BIUIOTHYIO TIPHJISKAIUX IPYT K Apyry. Kpome
TOT0, IPA NHTEPCTUIHATLHOM (HOPO3€ UMEIOT MECTO BbI-
paXCHHBIC KIIMHUYECKHE MPOSBICHUS B BHIC OJBIIIKH, B
TOM YHCJIe ¥ B TIOKOE.

* [Ipu kucTO3HOW QopMe JErOuHON THITOTIIa3HH, Ha-
Psly C KHCTO3HBIM MATTEPHOM HaOJII0aeTCsl pacliipeHue
CEerMEHTAapHBIX M CyOCErMEHTapHBIX OpPOHXOB, pe3Koe
yMEHbIIeHUE 00beMa JIETOYHO! MapeHXUMBI, TATTEPH JIO-
KaJM30BAHHOTO CHIKCHHS MTHEBMATH3AIIUH MapCHXUMBI
(rurornasus).

* TpakunoHHBIE OPOHXOIKTA3bI ONPENENSIOTCS MPH
BBIPKCHHBIX HAPYNICHUSX JIETOYHOH apXHUTEKTOHHKH,
Korza 3a cu€T popMupoBaHus HHUOPO3HOM TKAHU U pa3py-
IICHHUS JICTOYHBIX allbBEOJI PETUCTPUPYETCS YMEHbIIICHHE
00bEMa JIETOYHBIX JIOJIEK U TPAKUUHK (TTOATATUBAHHUS) CTe-
HOK OpOHXHOJ U OpPOHXOB C (POPMHUPOBAHUEM IKTA3HPO-
BaHHBIX ITPOCBETOB OPOHXHMAJBHBIX CTPYKTYp B 30HE
TIOPaXKEHHSL.

* [TonmocrHele 0Opa3oBaHus pu Oy/uIe3HOH dMpr3eme
TIPEJICTABIISIFOT COOO0M B3y THS IMCTAIBHBIX OT/IETIOB OPOH-
XHOJIOATILBEOJISIPHOTO almapaTa ¢ yBelInueHHeM o0bema
MOpa)XEHHOTO Jierkoro. Hanbomnee m1ocToBepHBIM NpU3HA-
KOM OYJUIE3HO-KHCTO3HBIX U3MEHEHUH SIBISIETCS TI0Xast
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TG PepeHINpPOBKa CTEHOK KUCT WK TOJTHOE HX OTCYT-
CTBHE.

e [uctronuTo3 X — coueTaHue PETUKYIO0Y3EIKOBOIO U
KHCTO3HOTO MaTTEePHOB. Y3€JIKH MOTYT OBITH C 00pa3oBa-
HueM nojocteil. [IpeumyiecTBeHHO MOpaXkaloTCs BEpX-
HUE OTJEJbI.

* Centuueckasi sMOonuueckas nmueBMonus. Cenruye-
CKHe SMOOJIUU HAOJFOIAFOTCS MPH WHGEKITHOHHOM SHJIO-
KapIuTe C MOPaXEHUEM IPABBIX OT/AEJIOB CEplla, YTO
XapaKTepHO Y HApKOMAaHOB IPU BHYTPUBEHHOM BBEICHUM
HapkoTHKOB. [IpeoOmamaror coyerarouiyecs HaTTEPHBI
OKPYIVIBIX JIMHAMHYHBIX HH(UIBTPATOB M BO3IYIIHBIX
niceBaokuct. KimHuka cericuca;

e Jlerounas cexBecTpaiys. XapakTepHbl COYETalo-
IIMeCs] aTTePHBI: OIPAHUYCHHOTO CHUYKCHUS [THCBMATH-
3aIM1 U «ITYEIUHBIX cOT». [Ipr BHyTPUBEHHOM OOIIIOCHOM
KOHTPACTHPOBAHHH BBISBIISIETCS] aDeppaHTHBIH COCYI, KO-
BOCHaOKAIONHH CEKBECTPUPOBAHHBIN yUaCTOK JIETKOTO U3
OOJIBILIOTO KPyTa KpOBOOOpAIECHNUS

Takum 00pazoM, TpUBENEHHBIE BbHIINIE HEKOTOPHIE
acriexTsl auddepennnansHoit nuarnoctuku JJAM ¢ pas-
JIMYHBIMU 3200JIEBaHUSIMH, HAHOO0JIEe CXO)KUMH T10 KUCTO3-
HOMY TIaTTEpHY, CBUJETEIBCTBYET O TOM, YTO TIpH
BoinosiHeHn MCKT Ha anmaparax mocieHuX MOoKoJie-
HUH, C HUCIIOJIb30BAaHUEM COBPEMEHHOTIO apceHana Mpo-
rpaMMHOTO  oOecriedeHHs, HUMEETCs BO3MOYKHOCTh
yBEpEeHHO JnuarHoctupoBath JIAM naxe mo KpuUTepHsM
crenienu BepositHocTH EPO «Manoseposimuwiii ouazcnos
JIAM». Ocoboe 3HauCHHUE PUAACTCS TOMY (aKTy, 4To yC-
nenrHas quaroctuka JIAM MokeT ObITh OCYIIECTBICHA
Ha aMOyJIaTOPHO-NONMKIMHIYECKHX dTalle.
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