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CIIMCOK COKPAILIEHUI

18F-®JIT" — [F-18]-fluoro-2 deoxy-D-glucose

SUV — crangaptusupoBaHHoro kod@duimenta HakorsieHus: POI1
BPKT — Bricokopaspemiaromas KOMIbIOTEpHAst TOMOTpadus

BTC — BuzneoTopakocKomus

I'X — ructuonmro3 X JIerKux

N3J1 — untepctuimanbHbie 3a007€BaHUS JTETKUX

KT — xomneroTepHas Tomorpadus

KT-anruorpagus — koMnploTepHO-TOMOrpaduueckast aHruorpadus
JIAM — numpanruoneiiommuaMaros

JII' — ;meroynas runepTeHs3us

MCKT — mynbpTUCTIUpalIbHAs] KOMIIBIOTEpHAsE TOMOrpadus

OBJI — otkpbITast OUOTICUS JTETKUX

ODIKT — 0a1HO(POTOHHO-IMUCCUOHHASI KOMITBIOTEPHAS TOMOTpadust
[19T — N03UTPOHHO-3MUCCUOHHAS] KOMIIBIOTEpHAsi TOMOrpadus
P®IT — pagnodapmmpenapar

TOJIA — TpoM60IMO0IHS JIETOUHON apTepUu

Y3U — ynpTpa3ByKOBOE UCCIEAOBAHUE

OBbC — pubpobpoHXOCKONHUS

KN®OBJI — xoMIuiekcHOE uccieoBaHue PyHKIIMU BHEUTHETO JIbIXaHHUS
O®B1 — 00beM QpopcrpoBaHHOrO BbIIOXA 32 1 CEKYHIY

JNCJI — nuddy3nonHas cmocoOHOCTh JETKUX

®XKEJI — popcupoBaHHas KU3HEHHAS] EMKOCTb JIETKUX

1 — maeBMOIIMCTHAS ITHEBMOHUS

BJIJ] — Oponxo-yerounasi AUCIIa3UsI



BBE/IEHUE

AKTV&J’IBHOCTB TCMBI UCCIAICAOBAHUA

Jlumbanruoneriomnomaro3 nerkux (JIAM) — opdannoe 3aboneBanue,
MOpaXXarollee JKEHIIWH MPEUMYILIECTBEHHO JETOPOJHOIO BO3pACTa, XapaKTEPHU3YIO-
mieecss OMyXOJENMOJAOOHBIM pa3pacTaHHEM TJIAJKOMBIIIEYHBIX KJIETOK B CTEHKax
TUM(paTAYECKUX, KPOBEHOCHBIX COCYJOB W allbBEOJ C HCXOJAOM B KHCTO3HYIO
TpaHchOpPMAIIMIO JIETOYHOM NapeHXHUMBbI, a TaKXKe IMOPaKEHUEM OPraHOB—MHUIICHEH
(mouek, MaTku, nedyeHu, aTuMdarudeckux y3ioB) (Johnson J.F., Cordier M., Lazor R. et
al. 2010, McCormack F.X., Gupta N., Finlay G.R. et al. 2016). HauGonee yactbim
OCJIO)KHEHHEM 3a00JIeBaHUS SBJISIETCS Pa3pbiB KUCT ¢ (OPMUPOBAHUEM ITHEBMOTOPAKCA
(Johnson S.R., 2006, McCormack F.X., Gupta N., Finlay GR. et al. 2016). yis sTor0
3a00/1eBaHUsl TAaKXKE XapakTEPHO pAa3BUTHUE XUJIE3HBIX BBINOTOB (XHIJIOTOPAKC,
xunonepukapauT, xuie3nbiit acuut) (McCormack F.X., 2008). U3BectHo, uto JIAM —
3a0o0eBaHue, MPU KOTOPOM HAPYIIAETCS OTTOK JHUMQBI, YTO MOXET MNPUBOJIUTH K
BO3HUKHOBEHUIO U IMOCJEAYIONIEMY HAapACTAHUIO HAPYIIEHUH B MUKPOLUPKYISATOPHOM
pyciie, C pa3BUTUEM TSXKEbIX KIMHUYECKUX MPOSIBICHUN (ITporpeccupyroiias o/bliika,
kpoBoxapkanbe) (MibkoBud M.M., 2016).

Hnsa  JIAM  xapaktepHa  MNOJHUCUCTEMHOCTh  IIpolecca €  HaJU4YHhEeM
AKCTPAITYJIbMOHAJIBHBIX MPOSIBIICHUN (BHEOpPraHHbIE 3a0pIOMIMHHBIE HOBOOOpPAa30BaHuUs,
HOBOOOpPA30BaHUs MApPEHXMMATO3HBIX OPraHOB OPIOLIHOM MOJOCTH, 3a0PIOMIMHHOTO
npocTpancTBa u majioro taza) (Wei W. T., 2015). Hanuune 3a0proIMHHBIX JIEHOMHUOM
MOBBIMIAET PUCK PA3BUTHS BEHO3HBIX TPOMOO30B, TPOMOOIMOOIINH JIETOYHOUN apTepuu U
apTepraibHON 3MO0JIMK Me3eHTepUualbHbIX cocyioB (Yeoh Z.W., 2014).

CormacHo knaccu(uKanuu OMyxoJied Jerkux BceeMupHOl opranuzauuu
s3npaBooxpanenus (2015), JIAM oTHocUTCS K OMyXOJsIM, BO3HHUKAIOIIUM U3
MEPUBACKYJISIPHBIX AnUTeNHOUAHbIX KieTok (Travis W.D., 2013). B otedyecTBeHHOM
kinaccuduxanuu JIAM OTHOCHTCS K HWHTEPCTUIMAIBHBIM 3a00JI€BaHUSM JIETKUX U

BXOJUT B MOJATPYIIY JIETOYHBIX AMCCEMHHAIMN omyxosneBoil mnpupoasl (MnbrkoBuy



M.M., 2016). ITo ERS guidelines for the diagnosis and management of
Lymphangioleiomyomatosis (2010, 2016), »to 3a0o1eBaHHE OTHOCHTCS K PEIKUM
OITYXOJIEBBIM ITPOLIECCAM.

B cBs3u c peaxoil BCTpedaeMOCTbIO HO30JOTMM HMCTHHHYIO 3a00J1€Ba€MOCTb
ONpENENUTh 3aTPYAHUTENBHO, JIaHHbIE OTEYECTBEHHBIX U 3apyOeKHBIX aBTOPOB
pasusaTecs. PacripoctpanenHocts JIAM, 1o naHHBIM 3apyOexHBIX aBTOPOB, COCTABIISET
1 ma 400 000 genosex (Abbott G.F. et al., 2015), no manasiM TICIIOI'MY uM. akan.
W.IT. [TaBnoBa (MnskoBuy M.M., 2016), B ctpykrype U3JI JIAM cocrasmusier 1,3 %.

Jnarnoctuka JIAM ocymecTBisieTcs B COOTBETCTBUM € MeXIyHapOIHBIMU
pexomenaanusamu (ERS 2010, 2016). 1o 2010 roga roBoputh 06 onpeneiaeHaom JIAM
BO3MOXHO OBLJIO TOJBKO TMOCJE BBIIOJHEHHUS] OMONCHM JIETOYHOW TKaHU. OJHAKO
IIMPOKOE BHEJPEHHE KOMITBIOTEPHOUW ToMorpaduu, yriIyOJeHHe 3HaHUU 00 3TOM
3a00JIeBaHUM, a TAaKXK€ BBICOKHMH PHUCK OCJIOXKHEHUU (MHEBMOTOPAKC, KPOBOTEUEHHUE)
IpU BBINOJIHEHUM OWONCUM CTAIM NPEANOChUIKAMHU Uil pa3pabOTKH KpUTEPHUEB
NMocTaHOBKM juarHo3a JIAM Ha OCHOBaHMM KOMIUIEKCHOTO KIWHUKO-TY4YEBOTO
oOcse10BaHus NallUeHTOK.

Breigenstor nBe ocHoBHBIE hopmbl JIAM: y3noBas u nuddysnas. Y3nosas ¢popma
MPE/ICTABIIACT PA3HOKAIMOEPHYIO OYAroBYHO TUCCEMUHAIIMIO B JIETOYHOM TKaHM, 0€3
NPU3HAKOB MMOPAXEHUS JAPYTHX CTPYKTYP JIETKHX, MOP(OJIOrnyeckas CTpykTypa y3JaoB
cooTBeTcTBYET Jeriomuomam (MibkoBuy M.M., 2008).

[Ipu nuddysnoit popme JIAM nponudepanuss aTUNMUYHBIX TJIAJKOMBIIIEYHbIX
KJIETOK MPUBOAUT K (POPMHUPOBAHUIO BO3AYXOCOAEp)KAIUX KUCT. MexaHu3m
dbopMHUpOBaHUS KUCT B JISTOYHOW TKaHU HE U3y4Y€H, OAHAKO, psia aBTopoB (Webb, W.R.,
2013, Taveira-DaSilva A.M., 2015) cuuTaet, 4TO 3TO BO3MOKHO 3a CUET KJIAIlaHHOTO
MEXaHHW3Ma Mpu OOJMTEpali IMPOCBETa MEJIKOro OpoHXa C MOCIEIYIOIIUM €ro
NEepPepacTsHKEHUEM, O YeM MOXKET CBHUJAETENbCTBOBATh HAJIMYME B CTEHKE KHCThI
[JIAIKOMBIIIEYHBIX TPOJIU(EPaTOB.

B 3apyOexnoii nureparype kK JIAM OTHOCHTCS TOJIBKO KHCTO3HBIM BapHaHT
MOPAKEHUS, OJIHAKO, HAJIU4YUME CMEIIAHHOW (OpMbl MPEAINONaraeT OJHOTUITHBIN

XapakTep u3MeHeHu! npu 1udPpy3HOI U y3710BOii ero popmax.



CrerneHb Pa3pad0TAHHOCTHU TEMBI

JlyueBnie nposiineHusi JIAM onucanbsl B psge pador (Cnepanckas A.A., 2013,
Jlenmmun A.B., 2014, Yao J., 2012, Webb W.R., 2013), ogHako, B BUIy PEIKOCTH
3a00J1eBaHUs TPEOYET NATbHEHIIIETO N3YUCHHS U OIICHKH.

JIJist OLleHKH TWHAMUKHU TOpPaKaJbHbIX M BHETOPAKaIbHBIX M3MEHEeHUH npu JIAM
UCIIONB3YIOTCS pa3fiMyHble METOJAbl KaK JyuyeBoM (KoMmblOTepHass Tomorpadus,
BbICOKOpa3pematomas kommbioTepHas ToMmorpaduss (BPKT), KT-anruorpadus,
0/IHO(DOTOHHO-IMUCCUOHHAsT KommbioTepHas ToMorpadgus (ODIKT), mo3uTpoHHO-
sMuccuoHHas KommbloTepHas TtoMorpadus (II9T-KT), Tak u QyHKUMOHAIBHON
muarHoctuk (ODIKT, kommiiekcHoe wucciieqoBaHue (YHKIMH BHEIIHETO JbIXaHUs
(KNDBM) (Kamenera M.10., 2007, Amocos B.U., 2015), koTopbie O3BOJISIOT BBISIBUTH
Y OLICHUTh B JUHAMHKE CIEKTP TOPAaKaJIbHbIX U BHETOPAKAJIbHBIX U3MEHEHUH MPU 3TOM
3a00JIeBaHUH, OJTHAKO, TIOJTHOCTHIO OHU HE U3yUYECHBI.

BBuny opdannoctu 3a00sieBaHus B JUTEPATypPHBIX MCTOYHUKAX HET JIAHHBIX O
KOMITJIEKCHON (PYHKITMOHAIBHO-TYYEBON OIlEHKE pe3yNbTaTtoB JieueHus JIAM, B Tom
yucjae IMpernapataMu ASTHONATOTeHeTH4Yeckord Ttepanuu (uHruoutopsl mTOR), uyTo
JieJIaeT u3yueHre ATOM MpoOIeMbl KpailHe BaKHBIM.

B nuTeparypHBIX HMCTOYHMKAX TakXe IIOJHOCTHIO HE OCBEIICHBI BOMPOCHI
muddepeHnnanbHO  ATMATHOCTUKA KHUCTO3HBIX IIPOIIECCOB B  JIGTOYHOW TKaHU,
KOTOpBIE TMO3BOJISIIOT PEHTIEHOJIOTY MPEAINOJIOKUTh XapakTep MHaTOJOTHYECKOro
npolLecca, 4YTo ONpeeseT TAKTUKY BEeJIEHU MMallUeHTA.

Takum 00pa3oM, aKTyaJbHOCTh HACTOAILEH PaOOThI OIIPEAEIIAETCA:

1) He0OXOIUMOCTHIO U3YyUEHHS OCOOEHHOCTEH COBPEMEHHOM JIy4eBOM KapTHHBI
JUM(paHTu0JIEHOMUOMATO3a JIETKHX;

2)  HEOOXOAUMOCTBIO  ompeaeneHus  nporHoctuuecknx  KT-mpuszHakoB
HEOJIArOMPUSITHOTO TEYEHHUS PA3JIMYHbIX BapUAHTOB JUM(DAHTHOJIEHOMUOMATO3a
JIETKHUX;

3) HEOOXOIUMOCTHIO U3YUYEHHUS OCOOEHHOCTEH COBPEMEHHOMW JIy4eBOW KapTHHBI

BHETOPAKAJIbHBIX MPOABICHUN TUM(aHTHOIeOMHOMATO3a;



4) HEOOXOAMMOCTBIO OTPEACIICHUS Iy4eBOH CEMHUOTHKNA KOMOPOHUIHOTO TEUCHHUS
auM(paHTHONIeHOMHOMATO3a JIETKUX;
5) HeoOXOAMMOCTBbIO TIOCTPOEHHUS ONTHUMAJIBHOIO  AJFOPUTMA  JYyYEBOI'O

06CJ'I€I[OBaHI/IH IMIanCHTOB C HHM(baHFHOHeﬁOMHOMaTOBOM JCTKHX.

Ilenp vccnemoBanus

CoBeplIeHCTBOBAaHUE JIy4€BOW JAMArHOCTUKH, JU(PPEepeHInalbHON JHUarHo-
CTUKH, BBISBIICHUE CHUCTEMHBIX MPOSBICHUNA, OCIOKHEHHOTO TEYEHHUSI U1 KOMOPOUIHBIX

COCTOSIHUM Yy IaluCHTOB C JII/IM(I)aHFI/IOJIGI‘/IIOMI/IOMaTOSOM JICTKHUX.

3a1a4yu UCCIeI0BAHUS

1. Onpenenuth KOMIBIOTEPHO-TOMOTpaUUECKUE MPU3HAKU Pa3HbIX BapHUAHTOB
AUM(paHTI0JIEHOMUOMATO3a JIETKHX.

2. OnpenenuTh 3HaUYE€HUE PAIUYHBIX KOMIBIOTEPHO-TOMOTpapUUEeCKUX MpHU3Ha-
KOB JuM(aHruojieioMmuomMaTo3a JIETKMX B OLIGHKE JWHAMHMKMA Tpouecca U
IPOrHO3UPOBAHHUM €TI0 HEOJIAronpHUsTHOIO Pa3BUTHSI.

3. Omnpenenutb MNPU3HAKA CUCTEMHOIO MOPAXEHUs MpU  JUM(AHTHO-
J€OMHOMATO3€, BBISABIISIEMbIE COBPEMEHHBIMU METOJaMU JyueBoi nuarHoctuku (KT-
aaruorpadusi, OOIKT, [I1DT-KT).

4. OnpenenuTh NPU3HAKU OCIIOKHEHHOTO U KOMOPOUIHOTO T€YEHUS TUM(DaHTHO-
JEHOMUOMATO3a  JIETKUX, BBIABISIEMBIE  COBPEMEHHBIMM  METOJAMM  JIyYEBOU
JMarHOCTUKM (BbICOKOpa3pelaroniasi KoMietorepHas tomorpagus, KT-anruorpadus,
ODOKT).

5. PazpaboraTe anroputM 00CIeIOBaHWS COBPEMEHHBIMHU METOJaMHU Jy4eBOU
JUArHOCTUKM  TALUEHTOB ¢  JuM(paHrMoJIEHOMHOMATO30M  JIETKUX  JJIs

I[H(l)CI)GpCHHHEUIBHOﬁ JAUArHOCTHUKHU M OIITUMHN3AaIIMHN TAKTUKHW BEACHUS DTHUX OOJBHEBIX.
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HaV‘-IHaH HOBHM3HA UCCICAOBAHUA

[Tokazanbl OCOOEHHOCTH  COBPEMEHHBIX  KOMIBIOTEPHO-TOMOIPAPUUECKUX
NpU3HAKOB JUM(paHrHoielioMuomMaTo3a Jierkux (rmosienne HoBbix KT-mpusHakos),
BOXHBIX JJIi OLEHKM TMPOrHo3a TeueHus 3aboneBanus u auddepeHnnanbHon
JIMArHOCTUKH

Omnpenenensl mporHoctuueckue KT-mpusHakn HEOIAronpusTHOTO TEUYEHUS
auM(aHTHOJIEHOMHOMATO3a JIETKUX, BAXKHBIE JJIsl OLICHKU MPOTHO3a 3a00JIeBaHU

N3ydena nyueBasi CEMUOTHKA PAa3HBIX TUIOB JIUM(PAHTHOIECHOMUOMATO3A JIETKUX,
CUCTEMHBIX MpOSIBICHUH  JuM@daHruoneoMuoMaro3a, €ro OCJIO0XXHEHHOTO U
KOMOPOUTHOTO TEUEHUSI

Omnucana yiydeBasi CEMUOTHKA JTUM(PAHTHOJICHOMHUOMATO3a JIETKUX B TUHAMUKE U
€€ COOTBETCTBUE  KIMHUKO-(QYHKIIMOHAJIBHBIM  MPOSBICHUSM,  OINPEACISIONIIM
TATBHEHIIINIA alTOPUTM JIy4EBOTO 00CTIEeIOBaHUS M TAKTUKY BEJICHUS OOJIBHBIX

Pa3paboTanbsl anrOpuTMBI ONTUMAIBHOTO JIY4EBOTO OOCIEIOBaHUS OOJBHBIX C

i dy3HOM, y3710BOM U CMEIIAHHON (popMaMu TUM(DAHTNOIEHOMUOMATO3a JETKUX.

TeopeTrnueckas U NpaKTUYCCKAs 3HAYMMOCTb MCCICA0BaHUS

Ha ocHOBaHMM TIPOBEIEHHOIO HCCIEAOBAHUS OINPEICICHBl COBPEMEHHBIC
ocobeHHocTH KT-kapTUHBI pa3aUYHBIX THUIOB JUM(AHTHOICHOMUOMATO3a JIETKHX,
3HaHHE KOTOPBIX HEOOXOIMMO Ui MPaBUIbHON TpakToBKU JaHHBIX KT-nccnegoBanus
U KOTOpBIE SBJISIIOTCS OCHOBOMOJIAralouuMu B MU PepeHinanbHON JUarHOCTUKE ITUX
IPOLIECCOB, MO3BOJIASI B pAJie CIy4aeB OTKa3aTbCsl OT MPOBEACHUS OUONCUU, OO
yKa3aTb MECTO U TUIl ONTUMAJIBHOTO €€ IMPOBEACHUS.

PazpabGortanst mnpornoctuyeckue KT-mpuszHaku HeOGIarompusiTHOro TeUYECHUS
npoLecca, OLEHHMBAIOUIUME AarpecCUBHOCTh IOPAXXEHHs, BO3MOYKHOCTH TEpaNeBTU-
YECKOI'0 BO3CHCTBUS HAa €ro TEYEHHE, YTO MMEET PEIIAOIIEe 3HAYEHUE JUISl TaKTHKU

BCACHUA ITalITUCHTOB.
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Co3anbl M BHEAPEHbl ANTOPUTMBI  JIyYEBOIO OOCIENOBaHHUS  OOJBHBIX
au(¢y3HOH, y3JI0BOM U cMelmaHHOW (opMaMu JMMpaHruoseioMuomaTosa Jerkux, B
KOTOPOM KOMIbIOTEpHAsi TOMOTpadusi BBICTYNAET B KAadeCTBE SKCIEPTHOIO METOJa
IIEPBUYHOIO BBIABIICHMS IIPOLIECCA, ONIPEACIICHUS €TI0 PACIIPOCTPAHEHHOCTH U KOHTPOJIA
32 €ro JWHAaMUKOM, a TaKXKe TIpU OCIO)KHEHHOM M KOMOPOHMIHOM TEUEHUU
auM(paHruoieioMuomMaTo3a JIETKUX C  HCIOJb30BaHWEM JauHamuueckoro KT-
HAOJIFOZICHUST y NALMEHTOB C NPHUCOEJUHEHUEM BOCHAIUTENBHBIX IponeccoB, KT-
anrnorpaguu  u coBmemieHHOW O®OT-KT npu nOpHCOEOTUHEHUH COCYAMCTBIX
Hapymenuid, KT-anrunorpadpun u [19T-KT 11 o1ieHKH BEeTOpaKalbHOTO KOMIIOHEHTA U

METa00JINUECKON aKTUBHOCTHU JICHOMHUOM.

MGTOI[OJ]OFI/IH N MCTOJAbI HCCIICAOBAHNA

MeTtonosiorust AMCCEPTALMOHHOIO MCCIIEIOBAHNSI OCHOBAaHA HA HAYYHBIX TPyJax
OTCUECTBCHHBIX M 3apyOCKHBIX aBTOPOB B 00JACTH UW3Y4YEHUS JUMQpAHTHO-
JIEOMHUOMATO3a JIETKUX.

Jlns pelieHus 3ajad, TMOCTABJICHHBIX TEpeN HCCIENOBaHUEM, ObUIO MPOBEACHO
KOMIUJIEKCHOE KJIMHHUKO-JIy4eBoe obOciieoBaHue 83 OOJIbHBIX € THUCTOJOTHYECKU
BepU(UIIMPOBAHHBIM JTUM(BAHTHOICHOMUOMATO30M JIeTKUX, HabmonaBmuxcs B OI'BY
BIIO «IlepBoiii Cankt-IleTepOyprckuii Tocy1apCTBEHHBIH MEIUITMHCKUN YHUBEPCUTET
uMmenn akagemuka W.I1. ITaBinoBa». Pe3ynbrarsl, monydeHHbIE B XOJ€ HUCCIEIOBAHUSA,

NOJIBEPrajliCh CTATUCTHYECKOW 00paboTKe.

[onoKeHMs, BHIHOCMMEBIC HA 3aILUTY

CoBpemennas KT-kaptuHa sguM$aHrHoJeHOMHOMATO3a JIETKUX —IO3BOJISCT
BBIICIUTh TPU BapuaHTa TeueHus 3aboneBanus npu auddysHoit dopme mporiecca,
XapaKTePU3YIOMIMXCS Pa3HBIMU KIMHUKO-(QYHKIIMOHATHHBIMA H3MCHCHHSIMH, 3HAHUE

KOTOPBIX H€O6XOI[I/IMO AJIs1 OOCHKH arp€CCUBHOCTH IIponccca.
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KommbroTreprass Tomorpadusi SBISIETCS OKCHEPTHHIM JyYEBBIM  METOIOM
JMAarHOCTUKH, KOTOPBIMA IO3BOJIAET OLIEHUTHh MPU3HAKK HEOJIAronpusTHOTO TEUYEHUs
auMdaHTHOIEHOMUOMATO3a JIETKUX, BAXKHBIC NJIs OLIEHKU MPOrHOo3a 3a0o0JieBaHUs U
TaKTUKU JICUECHUS OOJIbHBIX.

KomneroTepHass 1no3BOJISIET BBISIBUTH ATHUIUYHBIE JIYYEBBIE IIPOSIBJICHUS NPH
TUM(paHTHOIEHOMUOMATO3€ JIETKUX, CBHUJICTEIHCTBYIONIME O HAIMYUA KOMOPOWTHOU
IIaTOJIOT U U.

OueHka aHaTOMO-(YHKIMOHAJIBHOIO COCTOSHHSI JIETKUX, ONPEIEISIOIEro
NpPOTHO3 Te4YeHUs] JuM@aHTruolieioMroMaTo3a JIETKUX, TpeOyeT CoONI0JeHuUs
pa3pabOTaHHOTO aNrOpUTMa JIy4eBOTO oOcieAoBaHUS OOJBHBIX C HCIIOJIb30BAHUEM
KOMIBIOTEPHOU TOMOTpaduu U paavOHYKIMAHBIX MeToa0B uccienoBanus (ODIKT,

II9T-KT).

JIM4HBIA BKJIAJ] aBTODA

JlyueBble METOABI JUATHOCTUKH, OCYIIECTBJICHHBIE B paMKaX HAaCTOSIIETO
uccienoBanus y 112 6onpHbIX (83 60MbHBIX TUM(PAHTHOIECHOMUOMATO30M JIETKUX U 29
OOJIBHBIX TPYIIIBI CPABHEHUS C JIPYTUMU KUCTO3HBIMH TOPAXEHUSMHU), BBITIOJHEHbI
JMYHO JUCCEPTAHTOM, WIIH MPHU €r0 HEMOCPEICTBEHHOM YYACTHH.

JluccepTraHTOM JMYHO pa3pabdOTaHbl MPOTOKOJIBI  MPOBEACHHS  JIYYEBBIX
UCCJICIOBAHUIA W ONTHMAJBHBIA QJITOPUTM JIY4EBOTO OOCJICIOBAaHMS IAIIMCHTOB C
pasHpiMu  (popmamMu  TUM(DAHTHONIEHOMHOMATO3a JIETKUX C HaJIWdueM wWid 0e3
KOMOPOHTHOM MaTOJIOTHH.

ABTOpPOM OIpeAeNeHbl TPOTHOCTUYECKHE KPHUTEPUU TeUYeHUs 3a0o0yieBaHUs,
BJIUSIIOIIME HA TAKTUKY BEICHUS OOJbHBIX.

Tema u miaH AuccepTalvM, €€ OCHOBHBIE HJIEH M COJEp)KaHHE pa3pabdOTaHbI
COBMECTHO C Hay4YHBbIM PYKOBOJUTEIEM Ha OCHOBaHMM MHoOrosieTHux (2011-2018rr.)
I[eJICHANPABICHHBIX HUCCIIeNOBaHMi. BO BCceX COBMECTHBIX HCCIIEOBAHUSAX IO TEME
JUCCEPTAIMK aBTOPY MPUHAICKHUT (PopMUpOBaHUE OOIIECH Ie/IM U 3a7a4 KOHKPETHON

pa6OTH, d TaKKC aHaJIM3 ITOJYYCHHBIX TaHHBIX.
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AHanu3 pe3ynbTaToB HUCCIEAOBAaHUI MPOBEJEH COBMECTHO C IyJIBMOHOJOraMH,
THCTOJIOTaMH, CHENUAJINCTAaMU 1O (PYHKIMOHAIBHOM JMArHOCTHUKE, OOCYXJEHbI Ha
KJIMHUKO-PEHTT€HOJIOTMYECKUX KOH(PEpeHIUsIX U pa3zdbopax kadeap MyJIbMOHOJIOTHUH,

peHTreHonoruu u paguanuoHHo Meauiuabl [ICTIGIMY um. akan. W.I1. [TaBioga.

CreneHb JOCTOBEPHOCTH PE3YJILTATOB

JIOCTOBEpPHOCTh MOJYYEHHBIX PE3YJIbTAaTOB MOATBEPKIAAETCA aJE€KBATHOCTHIO
NPUMEHEHHBIX aBTOPOM  METOJIOB, HCIOJb30BaHHbIX B  uccinenoBanun (KT,
cuuaturpadpuss u ODIKT), a Takke KOIUYECTBOM OOJIbHBIX, BKIIOYEHHBIX B
uccienoBanue. M3 112 OonbHBIX, HaNpaBJIEHHBIX C mojgo3peHueM Ha JIAM, nuarnos
ObLT BepuduipoBaH y 83 maiueHTokK. B xone ctaTuctuueckoit 00paboTKU TaHHBIX 1O
pPEUICHUIO 3a7]a4 HUCCIIEIOBAHUSI aBTOPOM HCHOJIb30BaHbl aJIeKBaTHBIE CTATUCTUYECKHE
MeroAsl. [Ipu mpoBeneHWH CTATUCTUYECKOTO aHaIM3a HMCHOJb30Bajicsa maker SPSS —
20.0. ¢ pacueroM TouHOro Kkputepuss @umepa (p) U aHAIKU30M pPE3YyJIHTATOB
uccnenoBanust no anroputmy «CHAID» c¢ moctpoenueM «JlepeBbeB peLICHHI» H

IPOTrHO3UPOBAHUEM TEUEHHUS Mpollecca Npu noAadope Handoiee 3HAYMMBbIX TPU3HAKOB.

Anpo6au1/151 N BHCAPCHHUC PCIYJIbTATOB MCCIICIOBAHHNS

Pe3ynbrarel Hay4yHOrO WCCIEOBAaHUS OBLIM JIOJOXKEHBI U OOCYXICHBI Ha
3aceganusax Cankrt-IletepOyprckoro paauosorudeckoro odmiectBa (CIIPO) (Cankr-
[lerepOypr, 2013, 2014, 2015, 2016, 2017), Ha BcepoccuilckoM HaMOHAIBHOM
KOHI'pECCe JIyUeBBIX AUArHOCTOB M TeparneBToB (Mocksa, 2016), Ha 27 HannoHanbHOM
KoHrpecce mo OonesHsim opraHoB jabixanusi (Cankt-IlerepOypr, 2017), na HeBckom
paguonoruueckoM (opyme (Cankrt-IlerepOypr, 2013, 2014, 2015, 2016, 2017), Ha
HAyYHO-TIPAKTUYECKUX KOHEpeHIUsAX Kadeapbl PEHTICHOJOTHH W PaJAMAIIMOHHON
mMeaunuHbl, Kageapsl mynsMmoHonoruu [ICIIGI'MY um. akaa. W.I1. [TaBnoga.

Pa3paboTtanHbie anropuTMbl oO0cienoBaHMs OOJBHBIX C pa3HbIMU (opMamu

auM(aHruoiieioMmuomMaTo3a JIETKUX BHEAPEHbl B MpakTHueckyro pabdory HUU
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UHTEPCTUIHAIBHBIX U opdanHbiX 3a0oneBanuii U kinHuK ['OY BIIO «IICIIOIMY um.
axkan. U.11. IIaBnoBay.

Pe3ynpTaTel  paboThl  MCHOJIB3YIOTCS B ydyeOHOM mpouecce  Kadeapbl
PEHTTEHOJIOTUN M PaJMallMOHHOW MEIULIMHBI, Kadeapbl MyJIbMOHOJIOIHH, Kadeapbl
oOuieil BpaueOHOW mpakTukH, Kadenpbl rocnuTanbHoil Tepanuu IlepBoro CaHkr-
[lerepOyprckoro rocyaapCTBEHHOTO MEAMIIMHCKOIO yHuBepcuTera uMm. akan. W.IL

ITaBioBa.

[IyOnukanms MmaTepruaion

ABTopoM omy0iaukoBaHo 20 medyaTHBIX paboT, Mo Teme auccepranuu 11, B ToM
yycie 5 crarel B OKypHanax, pexkomeHigoBaHHbIX BAK P® nana nyGnukaunuu

PE3YIIbTATOB AUCCCPTALIMOHHBIX HCCJ’I@I[OB&HHFI.

O0BEM ¥ CTPYKTYDA AUCCEPTAIIUNA

Juccepranus usnoxena Ha 134 cTpaHuIax MalIMHONMCHOI'O TEKCTAa, COCTOUT M3
BBEJICHUS, LIECTH IJIaB (B TOM YHCJE YETHIPEX TJIaB COOCTBEHHBIX PE3YJIbTATOB U UX
o0CyX/IeHHsI), 3aKJIIOYEHHs, BBIBOJOB, MPAKTHUUECKUX pexomeHaaruil. uccepramms
wuttoctpupoBana 10 Tabmumamu u 42 pucynkamu. CIECOK JUTEPATYPBI COAEpKuT 135

UCTOYHUK, U3 HUX 17 oTedecTBeHHBIX U 118 3apy0OeKHBIX aBTOPOB.
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I'JTABA 1. OB30P JIUTEPATYPbI

1.1 OnpenesieHre, SOUIEMHUOJIOTU, ITHOJOTHS, IATOreHe3 JIUMMaHTHOJIEH0-

MHOMATO3a JCIrKnux

OnpeneneHue

Jlumpanruoneitomrnomaro3 jerkux (JIAM) — 3abosieBaHue, BO3HHUKAIOIIEE Y
KEHIIUH U XapaKkTepusyronieecss MHOUIbTpaueil JeroYHol TKaH!U TJ1aIKOMbIIIICYHBIMU
KJIETKaMH C (OPMHPOBAHUEM KHCTO3HOM NEPECTPOMKH JIETOYHOM NapeHXumbl [83].
3apyOexnbie aBTopel: J. Moss et al. (2001r.) [88], D.N.Franz et al. (2001r.) [46],
L.C.Costello et al. (2000r.) [35], BoiaensitoT cnopaanueckuii JIAM (0e3 mpu3zHaKoB
reHeTH4ecKoro 3aboneBanusi) u cuapom JIAM mpu TyOepo3Hom ckiiepo3e bypHeBuis,
IPU KOTOPOM KMCTO3Has TpaHchOopMallys JIESTOUHON apeHXuMbl BobisiBisieTcs: B 30-40%.
Opnaxo, cormacuo T. Carsillo et al. (2000r.) [29], A.Astrinidis et al. (2005t.) [22] u
G.F.Abbott et al (2015) [18], o6a Bapmanta numdanruoneiommomaro3a (S-LAM u
TSC-LAM) cBsizanbsl ¢ mytanueir B TSC reHax, OTBETCTBEHHBIX 3a KOHTPOJIb Haj
HSHEPreTUYECKUMH MOTOKAMH U MUTATEIbHBIMU PECypcaMu B KIIETKaX, 4YTO JIEJIaeT 3TH
IPOLIECCHl KIMHUYECKA CXOJHBIMU U TPEOYIOIUMH OJMHAKOBOW TepaneBTUYECKON
TaKTUKH.

B 3apyOexHoii imTeparype HET E€IWHOr0 IIOAXO0Ja K JaHHOW HO30JOTHH.
EBpomneiickoe pecriuparopHoe obmectBo B Monorpadguu 54 ot nmexabps 2016r [41]
otHOCUT JIAM K MYJIBTHKUCTO3HBIM 3a00JIEBAHMSIM JIETKUX. JTa TPyNmna BKIOYACT
TeTePOreHHbIC HO30JIOTMH WMEIOIINE aOCOTIOTHO pa3Hble KIMHUYECKUE MPOSBICHUS.
[To nanubiM G.T. Finlay et al. (2004r.) [44], JIAM oTHOCUTCS K OITyXOJISIM, UCXOSIIAM
U3 MIEPUBACKYJISIPHBIX ANUTENNOUIHBIX KiIeToK ([I9Komam). IITDKombl — peakas rpyria
ME3EHXUMAJbHBIX  OMYyXOJIe,  KOTOpble  MOCTPOEHbI U3  MEPUBACKYJSPHBIX
SIUTEIMOUAHBIX  KJIETOK C  JBOWHOM MBIIIEYHOW W MEJAHOUUTAPHOU
muddepennupoBkoit. K rpynme I[I9Kom oTHOCSTCS pasHble MO JOKadu3aluud |
KIIMHUYECKOMY TEUEHHMIO OIYyXOJIM MOYEK, MEYEHHU, JIETKUX, MAaTKHU, MSTKUX TKaHEH

KoHeuHocTel u koxu. [lonapisitomas yacts [IDKom no0pokauecTBEHHBIE OIMYXOJIH.
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I[To mamapiM M.M. WnekoBuu, (2008, 2016r.) [8, 9] JIAM  opdannoe
3a00JICBaHKMEe, TOPAKAIOIIECE JKCHIIUH JETOPOTHOIO BO3pacTa, XapaKTePHU3YHOIIEeCs
OIyXO0JICOA00HBIM pa3pacTaHueM TIJIQJKOMBIIICUHBIX KJICTOK B CTEHKaxX ajbBEOJI, IO
X0ny JMM(}ATHYECKUX U KPOBEHOCHBIX COCYJOB C KCXOJOM B KHCTO3HYIO
TpaHC(HOPMAIIMIO JISTOYHOW MApPEHXMMBI, a TAKXKE MOPAKCHUEM OPIaHOB — MHUIIICHEH
(ToYeK, MaTKH, TEeYCHHU, JTUMQPATUUICCKHX Y3JI0B, OTHOCHUTCS K HHTEPCTHIIHAILHBIM
3a00JICBaHUSAM JISTKMX M BXOIHUT B MOATPYIITY JISTOYHBIX AWUCCEMHHAIIUN OIYXOJICBOM

npupobl (UnekoBua M.M., 2016) [9] (pucyHok. 1).

AuccemmuHUpoBaHHble 3aboneBaHnA Nerkux

peHmeaeHono2u4veckull cuHApom ne2o4Hol duccemuHayuu
(Mnskosuy M.M., 20142.)

N

Onyxonesbie BonesHW HakonAGHMA:
AHCCeMHHaUHK: « MAN
. :"Inetanasup-nnanue MHTepcTHUWaNbHbIR i :"I:up-u.numa:
* AMHNOUE0S
* IAM 3aBonesaia nerkux * DcTeonAACTHYECKARA
l MHEBMONATHR
IpaHynemartossi: | | PUBpoOsMpyloume BacKyNuTbI:
* CApHOMA03 ANbBEONMWTHEI: » ¥3enxonsi
* FHCTHMOLMTOS X « A, NoAKaPTEPUMT
= AN = 304 * Mpadynemaros Berenepa
* MIHEBMOMHKO3B] » 3TA = Cunapom Hepaw-CTpocca
* MHEBMOKDHWOIkI * cugpom ©A npu OBCT * Hognonatvuecknii
AEFGHHBIA FEMacHaeEpos
* C-pa Nygnacuepa

Pucynoxk 1. — Knnaccudukaius UHTEpCTUIIMATBHBIX 3a00JIEBAaHUN JIETKUX

OIMUAEMUAOJIOTUS

[To manaeiM C. McCarthy et al. (2017r.) [81], JIAM oTHOcHUTCS K TOATPYMIIE
yIbTpa peaKkux 3a0oyieBail (MOMUMO THUCTHOIHMTO3a X, JIETOYHO-ATHBEOJIIPHOTO
IIPOTEUHO3a U Jp.), KOTOpas B CBOI OYEPEIb BXOJIUT B TPYIIY PEAKUX 3a00JICBaHUI
jerkux. Penkue 3a0oJieBaHMs JIETKUX OXBATHIBAIOT MIMPOKHHN CHEKTP IMPOIECCOB U

nopaxarmT npumepHo 1,2-2,5 muinnuona 4yenoBek B CeBepHoit Amepuke u 1,5-3


https://www.ncbi.nlm.nih.gov/pubmed/?term=McCarthy%20C%5BAuthor%5D&cauthor=true&cauthor_uid=29214586
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MuJMoHa 4denoBek B EBporie [67]. B To Bpemsi Kak OTJeNIbHbIE peliKue 3a00JIeBaHUs
Jerkux 3arparuBator MeHee 100 d4esoBeK, B COBOKYIHOCTH OHH OKa3bIBAIOT
3HAUMTENBHOE BIIMSIHUE Ha HacelleHHe B 1enoM. McruHHyro Berpedaemocts JIAM
OMPENICIIUTh 3aTPYIHUTEIIBHO B CBSI3HM C YaCTON OMMOOYHON TPAKTOBKOW KIIMHUYCCKHUX
MPOSIBJICHUM, TAHHBIX THCTOJIOTMYECKOT0 UCCIICIOBAHUS U Ay TOTICUH.

[To nanaeim E.C.Harknett et al. (2011r.) [55], cnopaanueckuit JIAM BcTpeuaercs
y 3,3-7,7 / mun xxenuuH. ['enernuecku aerepmunnpoBanubiii JIAM BoisiBnsiercsa y 80%
O00nbHBIX TyOepo3HbIM cKjepo3oM [41], mpuuem, o manHeiM M.E Adriaensen. et al.
(2011r.) [19] u P.Curatolo et al. (2008r.), [40] B 13-38% JIAM BcTpedaeTcst y My »K4uH,
OO0JIBLHBIX TyOEPO3HBIM CKIIEPO30M.

Cnopaauueckuit JIAM 5310 cucremHoe 3a0o0yieBaHUE MOpaXarollee IOCT- U
IPEMEHOIAY3JIbHBIX JKEHIIWH, HMEIOUIEE TSDKEJIOoe, IPOrPECCUPYIONIEE TEUEHHUE.
Opnnako o nanubiM M.M.Cohen et al. (2005r.) [34] u N.Oprescu et al. (2013r.) [93],
MPOJOJDKUTENBHOCTh  KU3HM  OonmbHBIX JIAM ¢ Hawama 3a0oneBanusi  0e3
TPAHCIIAHTALIMU JIETKUX COCTABIISIET JOCTATOYHO JIIUTEIBHBIN MEpUoJ] — OKoJIo 29 JeT,
a TIOpOT JIeCATUIICTHEN BBIKUBAEMOCTH MPOXOASIT 86% O0NbHBIX 0€3 TpaHCIUIaHTAI[UU
JIETKHUX.

ITo nanaeiv J.H. Ryu . et al. (2006r.) [104] u M. Schiavina et al. (2007r.) [107],
criopaanueckuii JIAM He Bcrpeuaercss y MyKuuMH. OJIHAKO KHCTO3HBIE W3MEHEHHS,
npeanonarapomme JIAM, Obuin BbisiBiaeHBl Y 13% u 38% Myx4uH ¢ TyOepO3HBIM
CKJIEPO30M B JIByX pa3HbIX PETPOCIEKTUBHBIX HCCIEAOBaHUAX, MpPOBeaeHHBIX M.E.
Adriaensen et al. (2011r.) [19] u J.H. Ryu et al. (2012r.) [103]. ITpu stom, JIAM y
MY>KUMH C TyO€pO3HBIM CKIIEPO30M IPOTEKaeT 0oJiee OJAronpusiTHO MO CPaBHEHHUIO C
JKeHHaMu [21].

JlaHHbBIE KIMHUYECKUX HCCIETOBAHUM 3a MOCJEAHUE TOAbl BHISBIIM U3MEHECHUE
TEUYEHHUs mpoiiecca ¢ popMupoBaHUEM Pa3HBIX KIMHHUECKUX (penorunoB JIAM [86-88].
Pa3Hbie aBTOpBI yKa3bIBalOT pa3Hble Bo3pacTHbie rpynmnsl npu JIAM. Tak, F.X.
McCormack et al. (2016r.) [86] yka3biBaeT, 4TO CpeaHUN BO3pacT MamnueHTok ¢ JIAM
cocTaBisieT okoJyio 35 net, B Toxke BpeMms, S.R. Johnson et al. (2016r.) [70] numier, aro

JIAM BCTPCUACTCA HC TOJIBKO Yy JKCHIIMH ACTOPOAHOI'O BO3paCTd, HO TAKKC H Y
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NAlUEHTOK B MOCTKIMMAKTEPUYECKOM TMEpHUoJie, a MPOJAOJDKUTENbHOCTh KU3HU
MAIMEHTOB MOXKET JOCTUTaTh JAECATUICTHH.

0630p, mpoenenubii M.M.Cohen et al. (2005r.) [34], ocHOBaHHBI Ha 0azax
nanubix accormanuii JIAM B CIIIA u BenukoOpuTanuu, TakKe IOKaszall, 4TO Yy
JOCTATOYHOr0 KoyimuecTBa keHIuH (n = 328) JIAM Obu1 nquarnoctupoBaH mocie 40
JIET.

Yucnennocts 60mbHBIX JIAM, mo manaeiM HUU Ilynemononorun TICIIGIMY
uM. akaj. W.II. I1aBnoBa, npuBoaumas M.M. UnbkoBuu (2016r.) [9] B cTtpykType U3JI
JIAM cocraBnsier 1,3 %, B TO BpeMs Kak YHMCIEHHOCTh OosibHbIX JIAM B Mupe mo
0000IIIEHHBIM CTAaTUCTUYECKUM CBeJIeHHSAM, NpuBoauMbIM S.R. Johnson et al. (2000r.)

[66], HaxoauTca B ipeaenax 25-50 ThicAY YETTOBEK.

OTHOJIOTHUS U ITATOreHE3

B Hacrosmiee BpeMs BbIICISIOT crnopaguueckuid JIAM  06e3 nmpu3HaKoB
reHeTH4Yeckoro 3aboneBanuss U cuHApoM JIAM 1pum  TyOepo3HOM  CKIIepo3e
(paccmaTpuBaeTcs psOM aBTOPOB, Kak cTepTas popma, KoTopyro oOHapyx)uBatoT B 30-
40 % Oonpubix JIAM). TybGeposnsiii ckiiepo3 — peakoe (1 : 10000 Hacenenwus)
ayTOCOMHO-JJTOMUHAHTHOE TE€HETUYECKoe 3a00JeBaHHe, OTHOCSIIMECS K TpyIIe
HEUPOIKTOAEPMAIIBHBIX ~ HAPYLICHUM, XapaKTEPU3YETCA IOPAKEHUEM  HEPBHOU
CUCTEMBbI, KOKU ¥ HAUIMYUEM JTI0OPOKAYECTBEHHBIX OMyXO0Jel (raMapToM) B pa3IuyHBIX
opraHax. bOJbIIMHCTBO clly4aeB TyOEpO3HOTO CKIIepo3a 00YCIOBICHO MYTAIUSIMU JIBYX
reHoB — TSC1 (cerment 9q34) u TSC2 (cerment 16pl13.3). DTu reHbl KOAMPYIOT
BBIPaOOTKY TramMapThHA M TyOeprHa, KOTOPbIE PETyIUPYIOT TyaHO3UHTpUdochaTazHyro
AKTUBHOCTb JPYTUX BHYTPUKJIETOUYHBIX OCJIKOB.

ITo nanaeiM The 2015 World Health Organization Classification of Lung Tumors
[120], BO3 «xmaccupunmpyer JIAM kak Heomjia3My C HHU3KOW CTEIEHBIO
3JI0OKAYE€CTBEHHOCTU, CXOJHYI0 C HOBOooOpazoBaHusmMu Msrkux TkaHed (IIEKomamu,
AHTMOMUOJINIIOMaMU U 4YacTblo capkoM). C Apyroil CTOpOHbI, MHOTO JOKa3aTEIbCTB
Toro, uto JIAM sBiseTcs 3710KaueCTBEHHBIM MpolieccoM. Tak, o muenuro [. Bittmann

et al. (2003r.) [27] u M. Karbowniczek et al. (2003r.) [71, 72], ogHO M3 Hamboiee
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BECOMBIX JOKa3aTeabCTB omyxojieBod mnpupoasl JIAM — 310 QopmupoBanue
U3MEHEHUM, xapakTepHbiX st JIAM, B TpaHCIUIAaHTUPOBAHHOM JIETKOM OT MY KYHHBI
JKEHIIMHE, O0oJbHOU nuMmdaHTrroieioMmuoMaro3oMm. [lo manHBIM psma aBTOpoB: D.M.
Crooks et al. (2004r.) [38], K. Mitani et al. (2009r.) [84], X. Cai et al. (2010r.) [28],
AQTUTIUYHBIC TJIAJIKOMBIIIECYHBIC KIIETKH OBUIM BBISBICHBI B mepudepudeckordl KpOBH,
XUJIE3HOU KUJKOCTH U MOU€ ManueHToB ¢ JIAM.

ITo nanubiM X. Cai et al. (2010r.) [28] y 90% naruentoB JIAM oOHapyXKuBauCh
KJIeTku c¢ mnorepeil rerepo3urorHoctd (LOH), 4yTo Takke CBUIOETENBCTBYET 00
omyxoJsieBoi npupojae nopaxkenus. I. Grzegorek et al. (2015r.) [52] moaTBepAwI, 4TO Ha
meMOpane JIAM-KJIETOK 3KCIPECCUPYIOTCS PELENTOPbl K 3CTPOTre€HY U MPOTreCTEPOHY,
OOBSICHAIOIINE TOPMOHAJIBHYIO 3aBHCUMOCTH oOmyxojieBoro pocra. K Seyama. et al.
(2006r.) [110] ompenenun Hannuue dakTopa pocra sHH0TENUs cocynoB, G. Pacheco-
Rodriguez et al. (20071.) [94] BoisBui perynstopel CD44, a T. Hayashi et al. (2011r.)
[57], mMaTpUKCHBIE METaJUIONPOTEa3bl, YTO TAKXKE MOJATBEPNKIACT OIMYXOJEBBIM reHe3
3aboneBanus. [lo manueim K. Seyama et al. (2006r.) [110], dbakTop pocra sHAOTENUS
SBJISIETCS] BAYKHBIM MapKepOM BOBJICUEHHUS JTUM(ATUUECKON CUCTEMBI U TOBBIIIACTCS, B
OCHOBHOM, Yy TAllMEHTOB C Mpu3HaKamMu JuM(pOcTaza B OTIWYUE OT MAIMEHTOB C
UCKIIIOYUTEIBHO KHUCTO3HBIM TMOpPAXXEHHEM U 0€3 HaJuyusi SKCTpaTOpaKadbHbIX
IIPOSIBIICHU .

C.G. Glasgow et al. (2009r.) [49] u E. Radzikowska et al. (2015r.) [99] cuuTator,
yTo 3HAoTenualbHbll Qakrtop pocta (VEGF-D) kxoppenupyeT co cTenbro TAKECTH
TeYeHUs] 3a00JIeBaHUSl y MAIlMEHTOB, a TAKXKE SIBJISICTCS BaXKHBIM JIMATHOCTUYECKUM
MHCTPYMEHTOM B yCTaHOBJIeHHE auarHoza JIAM 0e3 Hamuuusi dKCTpaTopakKaibHBIX
npossiennii. L.R. Young et al. (2010r.) [141] monaratot, 4TO OIleHKA SHIOTEIUATHLHOTO
dakropa pocra (VEGF-D) no3Bosisier HCKIAIOYUTH APYTUE€ MYJIbTUKACTO3HBIE TPOLIECCHI
aerkux. [lo ganaeiM L.R Young. et al. (2013r.) [135], noBeimienne ypoBus VEGF-D
o6onmee dyem 800 mnumkorpamm/mi sBiseTca npusHakom JIAM npu  Hamuuuu
MYJIBTUKUCTO3HOIO MOPAXKEHUS JIETOYHOU TKAHHU.

S. Lietal. (20051.) [77] u G.Pacheco-Rodriguez et al. (2009r.) [95] cuuTaroT, 4TO

XEMOKHHOBBIE PEIENTOPHI pacroiararoiuecs Ha MmemOpanax JIAM-KJIeTOK y4acTBYIOT
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B MpOIECCax UX METACTa3upoBaHUsA U TMopaxeHus opraHoB muineHeil. G. Pacheco-
Rodriguez et al. (2009r.) [95] Obuio O0OHaApy’)KE€HO, YTO MOJUMOP(GU3M B TEHE
xemoknHoBoro peuentopa CCL2 saBnsercst 6osiee yacTbiM y nanueHToB ¢ JIAM, yem y
3I0POBBIX CYOBEKTOB U Koppenupyet co cHmkennem ODBI.

BaxxHbIM 3TanoM B pa3BUTUU 3a00JIEBAHUS SIBISETCS MPOIHQeEparis aTUIMHYHbIX
IaKOMBIIICYHBIX KIeToK (JIAM-kierkun). D.D. Sarbassov et al. (2004r.) [106] u S.
Sengupta et al. (2010r.) [109] cumrator, uro mpoaudepamnus JIAM-KIeTOK BbI3BaHA
HapylIeHUEM MeXaHu3Ma TMepeaaud panaMHildHa, ramMapThHa U TyOepuHa, OEeKOB,
Koaupyembix cootBeTcTBeHHO reHamu TSCl1 wm TSC2, KoTOopble peryiampyror
BHYTPHUKJIETOUHBIM curHainpHbii myTs MPHK BHyTpupeuentypHoro cepuna /
TPEOHUHKUHA3bI, KOHTPOJMPYIOIIETO pa3Mep, Mmpojudeparuio U BbDKUBAHUE KIIETOK
MyTeM MHTETPAIliU CUTHAJIOB OT (PAKTOPOB POCTA, YHEPTUU U CTPECca.

ITo muenuto M. Rosner et al. (2008r.) [101], TyOepun sBIsSE€TCS PETyIsSsTOPOM
KJIETOYHOTO IHUKJIA, KJIETOYHOTO pOCTa U mpoiudepaln, a TaMapTUH UTPAeT BAXKHYIO
pOJIb B OpraHu3alliy aKTUHOBOTO IUTOCKeneTa. S. Sengupta et al. (2010r.) [109] u D.D.
Sarbassov et al. (2004r.) [106] yka3pIBatOT, YTO UMEETCS JBa OCHOBHBIX KOMILIEKCA,
cocrapmsitoniux mMTOR (mammalian target of rapamycin): mTORCI, xoTtopsrit
BKJIFOYAeT B ceOsl peryaaropHbii  acconuupoBaHHbl  Oemok mMTOR, koTopsrii
yyBcTBUTENEH K wuHruouropaMm mTOR, Hampumep, cUpOIUMYCYy, 3BEPOIUMYCY H
mTORC2, koTopbIii coaepkUT OE0K He YyBCTBUTEIbHBIN K mHruomropam mTORCI

CHUPOJIUMYCY WJIU ABEPOIUMYCY. (PUCYHOK 2)
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Pucynok 2. —VYmpomennas cxema curHaiabHbeix nyted mTOR. TSC1 / 2
00BEUHSAET HECKOJbKO CHUTHAJIOB, TaKWX KakK (akTopbl pPOCTa, 3IHEPreTUHYecKOe
COCTOSIHMUE M TUIIOKCHUSA, JUIsl KOHTpOJsl pa3mepa u nposddepaunn kinerok. TSCIL / 2
unruoupyer mTORCI nocpencrBom cBoux aeiictBuid Ha RHEB (I'T®a3ublit 6€moK).
AxtuBaruss mTORC1 mnpuBomutr k pocty u mpoiaudeparun kietok. mTORC2
peryimpyeT akTUHOBBIN 1uTockeneT yepe3 Rho I'Tda3, koTopbie BIUAIOT HA MUTPAIUIO
KJIETOK, MOp(OreHe3 U BhKUBaeMOCTh. OTCYTCTBHE raMapTHHA U TyOepuHa, MPUBOIUT
K onocpenoBanHoi aktuBauu mMTORCI, 1 B KOHEYHOM 3Tare K yBEIUUEHUIO pa3Mepa
u nponudepanun kietok. Uuruoutopst mTOR (cuponumyc, sBeponumyc) OJI0KUPYIOT
mTORCI, ymenbias pazmep 1 nporQepamnuio KIeToK.

Hecmotpss Ha 3HaHME OCHOB IaroreHe3a W KJieTO4YHOW mnponudepanun JIAM-
KJIETOK, JMCKYTaOEIbHBIM OcTaeTcsi MexaHu3M (opmupoBanus kuct npu JIAM. Tak,
no muenuto E.P. Henske et al. (2012r.) [59], mexaHnu3mbl, C MOMOIIBIO KOTOPBIX
nponudepanuss JIAM-KI€TOK BBI3BIBAET 00pa30BaHUE JIETOUYHBIX KUCT U pa3pylLICHUE
NapeHXHUMBbl JIErKOro, ciaabo u3ydeHbl. ['mnoresa, npennoxxkenHas McCormack F.X.
(2016r.) [83], 3akmouaeTcs B TOM, UYTO 3a CYeT MNpoiaudepanrv aTHIUIHBIX
[VIAJIKOMBIIIEYHBIX ~ KJIETOK OJIOKMpPYETCS TEPMHUHAIbHBIA OTAEN OpPOHXHOJBI C
HOCTEAYIOUUM €€ paclIupeHueM U (QOpPMHUPOBAHUEM TOHKOCTEHHOM Kucthl. Ilo
muennto E.P. Henske et al. (2012r.) [59], me3opranu3anusi 3JaCTUYHBIX BOJIOKOH

JICTKHUX, BbISBBAHHBIX IIPOTCHUHA3AMH, ABJIACTCA CHIC OI[HOﬁ BO3MOKHOU HpH‘IHHOﬁ
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KHCTO3HBIX Topakennit. E. Papakonstantinou et al. (2004r.) [97] momaraer, 4ToO
MaTpHUKCHbIE MeTaiutonpoTenHasbl (MMP) urpaior BaxHyI0 poJib B peMOJEIUPOBAHUU,
auMdaHTHOreHe3e, aHTHOTEeHe3e, KIETOYHOM wMurpanuu. KojgnuecTBO MAaTpUKCHBIX
METaJUIONPOTEUHA3 3HAYUTEIILHO TMOBBIIIACTCS B CHIBOPOTKE KpOBU y OonbHBIX JIAM B
OTJINYME OT JitoAel 0e3 mgaHHOU marojoruu [128]. DTU HaHHBIE CBUJETEIBCTBYIOT O
TOM, YTO Ype3MEpPHOE MPOU3BOJACTBO MATPUKCHBIX MeTauionporenHad (MMP) moxet
criocobcTBOBaTh pazpymeHuto Jyerkux [126]. Ilo muaenuto M.K. Glassberg et al.
(2008r.) [50] u K. Matsui et al. (2000r.) [80], cBepxakcnpeccust MMP, karencuna K,
OHAOTEIUANTBHOTO (haKkTOpa pocTa, MOKA3aTeNd KOTOPHIX IOBBIMIAIOTCA y OOJBHBIX
JIAM u gBASIOTCS TUArHOCTUYECKUMU WHCTPYMEHTAMH, MOMOTAKOLIMMH yCTAHOBUTH
JIMarHo3, MPUBOJAT K Jierpajallyd KoJulareHa, 3JaCTUYHBIX BOJIOKOH M JIETOYHOTO
MaTpHKca ¢ GOPMHUPOBAHUS KUCTO3ZHOM MEPECTPOUKH.

E.P. Henske et al. (2012r.) [59] mnonarator, 4YTOo emie OJWH BapUaHT
dbopMupoOBaHUs U3MEHEHHI B JIESTOUHOW TKAHU — 3TO MEJJIEHHOE METACTa3upPOBaHUE U3
JEHOMHOM JKCTpaTOpakaJibHOW Jokanu3anuu. Hawmbonee dYacTbiM HCTOYHUKOM
SIBJISIFOTCSL  @aHTMOMMOJIUIIOMBI  TIOYEK, OJIHAKO, MEHEee TOJIOBUHBI MAIlMEHTOB CO
cnopagudyeckuM JIAM umerot 3tu omyxonu. [lo muennto T. Hayashi et al. (2011r.)
[57], npyrum uctouyHUKOM Jyisi KieTok JIAM, sBhstoTCcs Jieio- u/wii GudpoMruoMbI
MaTKU ¥ MNEPUBACKYJISPHbIC OMyXOdu 3nuTeanouanbix KieTok (II9Kowmbl), koTopbie
pacnpocTpaHeHbl y nanueHToB ¢ JIAM.

T. Kumasaka VY. et al. (2004r.) [76] cuuTaror, 4YTO y MAIMEHTOB C
aumganruosieiomuomamu 1 auMpanenonatueil kietku JIAM MoryT MUrpupoBath U3
atux cTpykTyp. K. Mitani et al. (2009r.) [84] u Moir L.M. (2016) [85 nmonaratot, 4To
TaK)K€ BAXHBIM MEXaHU3MOM pa3BUTHS HM3MEHEHUW B JICTOYHOW TKAaHH SIBJISIETCS
AHOMAJIbHBIN TUM(AHTUOTEHE3 B JISHOMHOMaMax SKTPATOPAKATHHON JIOKATU3AIHNH, T.K.
Onarosiapsi aHoMajabHBIM JTUM(pATHYECKUM cocylaM KiieTku JIAM nMeroT BO3MOKHOCTh
JIOCTUYh BEHO3HOM CHUCTEMBI, Jajiee MOMacTh B CUCTEMHBIA KPOBOTOK U B HUTOTE
oKazarbcs B JeroyHbix kamwuisipax. N.G. Jaafoura et al. (20151.) [63] Takxe nonararor,

yto JIAM — 3a0oneBaHue npu KOTOPOM HApyUIA€TCsd OTTOK JUMQBI, YTO MPHUBOJIUT K
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BO3HUKHOBEHUIO  BBIPAKEHHBIX HAPYIIEHUH  MUKPOLMPKYJISITOPHOIO pycia H
BO3HMKHOBEHUIO KIIMHUYECKHUX MPOSIBICHUH (OJbIIIKA, KPOBOXApKaHBE).

Jns JIAM xapakTepHa MOJUCUCTEMHOCTh IpoLEcca C BOBICUYCHUEM HE TOJBKO
JIETOYHOM TMAapeHXWMMbl, HO U HAJIUYUEM OHKCTPAMYJbMOHAJIBHBIX MPOSBICHUM
(BHEOpraHHble 3a0pIOUIMHHBIE 00pa30BaHMS, MOPAKEHUE MAPEHXUMATO3HBIX OpPraHOB
OpIOITHOM TOJOCTH, 3a0pIOMIMHHOTO MPOCTPAaHCTBA W Mayoro Tasa). [lo MHeHuIo
N.A.Wani et al. (2010r.) [128], Hanuune 3a0pIOMIMHHBIX JEHOMHOM MOBBIIIAET PUCK
pa3BUTHUSI BEHO3HBIX TPOoMO030B U TpomOosMOouii. M. Karbowniczek et al. (2003r.)
[72], oTMeuaeT, 4TO CTPYKTypa JIGHOMHOM MOXKET ObITb I€TePOre€HHON B 3aBUCHUMOCTH
OT npeoOaagaHus KJIETOYHOTO COCTABA.

Onnako MexaHu3Mbl pacnpocTpaHeHus JIAM U XapaKTepUCTUKU TOPaKEHUS
pPa3JIMYHBIX OpPraHOB IMOJIHOCTHIO HE H3Yy4YeHbl. [[puMeHEHHEe COBPEMEHHBIX METOIOB
JMAarHOCTUKM (B TOM YHCIIe JY4Y€BOM) MO3BOJUT MPUOIMU3UTHCS K PEIICHUIO 3TOU

pOOJIEMBI.

1.2 CoBpeMEeHHBIE METOJIbI NUATHOCTUKHU, MPUMEHSIEMBIE V IMAIIMEHTOB C JIUM®-

AHTHUOJICHOMHOMATO30M JICTKMX

CTaHI[aDTBI AJUAarHoCTUKH

Juarnoctuka auM(paHTHOIeHOMUOMATO3a OCYIIECTBISIETCS B COOTBETCTBUHU C
MexnynaponubiMm koHceHcycoM (ERS guidelines for the diagnosis and management of
Lymphangioleiomyomatosis, 2016) [41]. Jo 2010 roma roBopuTh 00 OmNpeneIEeHHOM
JIAM BO3MOXHO OBLIO TOJIBKO TOCJIE€ BBIMOJHEHUS OHOINCHUM JIETOYHOW TKAaHU, B TOM
YHUCJIe C MPOBEICHUEM UMMYHOTHCTOXUMUYECKOTO UCCIIEIOBAHMS ¢ MOHOKJIOHAIbHBIMU
antuteniamu HMB45, u o6Hapyxenus B buonrare cxoxeit ¢ JIAM kaprunoi. OgHako
HIMPOKOE BHEAPEHHE KOMIIBIOTEPHOW TOMOrpaduu, yriyolieHHe 3HaHUM O JaHHOM
3a00JI€EBaHUH, a TAKXKE BBICOKHE PUCKHU BBIMOJHEHUS! OMOICHH, B CBSI3U C TSKEIBIM
COCTOSIHUEM MAalMECHTOK, MPUBEIA K BO3MOXXHOCTM INOCTaHOBKM auarHosa JIAM Ha

OCHOBaHHUHN HX KOMIIIIECKCHOT'O O6CJ'ICI[OBaHI/I$I. CormacHo JaHHBIM eBpOHCI\;ICKOFO
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pecniuparopHoro o6mectBa (Monorpadus U3JI: D. Clements, W.Y.C. Chang, S.R.
Johnson, 2010) [32], roBoputh 06 onpeneneHHoMm JIAM MokHO mpu:

° cxonHoi ¢ JIAM kapTuHO# B OMonTaTe JEroyHol TKaHU

° XapakTepHOU KapTuHE B jerouyHoil Tkanu Ha BPKT B coyetanuu ¢ ogHum

U3 CIIEIYIOIINX MMPU3HAKOB:

1. AHTHOMHOIHUIIOMA B ITOYKaX
2. XUJIE3HBINA BHINOT B IUIEBPAIBHOM MOJIOCTH WJIM XUJIC3HBIM aCLIUT
3. [Topaxxenue JIAM numdaTH4ecKuX y3J0B, ONPECICHHBIA WA BEPOSATHBIN

TyOEpO3HBIN CKIEPO3.

O BepositTHOM JIAM rosopurcs mpu:

° xapaktepHod kaptuHe Ha BPKT M TUNMYHOM KIMHUYECKOM TedeHUE
0one3Hn

o cxonHou ¢ JIAM kaptunoit Ha BPKT B coueranuu ¢ 0lHUM U3 IPU3HAKOB:

1. AHTHOMHOINIIOMA B TOYKaX

2. XUJIE3HbIN BBINOT B IUIEBPAIIBHOW MOJIOCTH WJIM XUJIE3HBIM aCLIUT

[Ipu wHanmuuuu xapaktepubix st JIAM npusnakoB Ha KT, o0s3atenbHO
nonosiHeHHOM BPKT — craBuTcsa auarHo3 Bo3mokHoro JIAM 06e3 mpoBeneHus
OTIACHOTO JIJIS "KU3HU MalieHTa MOP(OTOTHUECKOTO MOATBEPKICHUS.

ERS guidelines for the diagnosis and management of

Lymphangioleiomyomatosis, 2016 [43] He u3mMeHuIa ATU TOJIOKECHHUS.

Kiuanyeckue naHHbIE

[To muenuto psina aBropoB: M.M. UnbkoBuu ¢ coart. (2016r.) [9], J.H. Ryu et al.
(2006r.) [104], V.J. Ferrans et al. (2000r.) [42], nuarao3 JIAM cremyeT 3amoao3puTh y
KOKJIOM MOJIOAOW TAIlUCHTKA C TPOTPECCHPYIOMICH OABIIIKONH, XHJIOTOPAKCOM |
PEIUINBUPYIOIICH MHEBMATOpOoKcoM. OJHAKO KIMHUYECKas KapTWHA HecrenuduaHa
MO3TOMY  TAI[UCHTaM YacTO YCTAHABJIMBAIOT  <JIOXKHBIC»  JHArHO3BI:  acTMa,
IICUXOCOMATHYCCKHE PACCTPONCTBA U TaK Jajee.

K. Matsui et al. (2000r.) [78], oTmMeudaer, 4UYTO KJIMHHUYECKH

TuM(pAHTHONIEMOMUOMATO3  TIPOSABISETCS  OJBIIKOW  BHayaie  3a0oJeBaHuf,
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BO3HUKAIONIEH NMpU (PU3NUECKON HArpy3Ke, a B MOCIEAYIOIEM HOCSIIEH MOCTOSHHYIO
dbopMy, B TOM YHUCIE B MOKOE, PEIUAUBUPYIOMIUMH THEBMOTOPaKCaMHU, 3a0pIOIIMHHON
U BHYTPUTPYIHOW nuMoaaeHONaTHEW, a TaKXkKe OMyXONIsIMU MapeHXUMATO3HBIX
OpraHoB OPIOLIHOM IMOJIOCTH, 3a0pIOIIMHHOIO MPOCTPAHCTBA U MAJIOTO Ta3a (IE€YEHb,
MOYKH, MaTKa) W BHEOPTraHHBIMM HOBOOOpa3oBaHUAMH (JTMM(AHTUOJICHOMUOMAMH).
[Ipu JIAM mnpeoOnanaroT JETOYHbIE MPOSABIEHUSA, OJHAKO MHOTJAA 3a00JeBaHUE
MaHU(PECTUPYET 3KCTpaTOpaKaIbHBIMU MPOSBICHUSIMU U MOXET OBbITh MOXOXXKUM Ha
auMoMy WK pak sMyHUKa [84].
Jis KTMHUYECKUX MPOSBIECHUI TyOepo3HOTo cKiiepo3a xapakTepHo [86, 11]:
— KOXHBbIE€ 3HaKM: THUIONUIMEHTHbIE IISTHA, AHIMOMUO(PUOPOMBI JUIIA,
«IlarpeneBas koxxa», GUOPO3HBIEC OISAIIKH, OKOJIOHOTTEBBIE (PUOPOMBI;
— HEBPOJIOTUYECKas CUMIITOMATHKA: CYJIOPOXHBbIE MapOKCHU3MbI, YMCTBEHHas
OTCTaJIOCTh;
— NMOpa)KEHHUE JIETOYHOM TKaHU: TOHKOCTEHHbBIE BO3/TyXCOJEPKAIUE KUCTHI;
— TOpaXeHHs OCTAJIbHBIX BHYTPEHHHX OPraHOB: TaMapTOMbl CETYaTKH,

pa6,IIOMI/IOMI)I cepana, aHrHOMHUOJIUIIOMBI IICUYCHU U IOYCK.

KommiekcHoe uccienoBanue Gpyukuuu BHenHero apixanus (KHMPDBJI)

UccnenoBanne GyHKIUMK JbIXaHUS SBJSETCS HauWOOJIee MPOCTBIM U Majo
MHBAa3UBHBIM METOJIOM MO3BOJISIONIUM 3aM0J03PUTh UHTEPCTULIMANIbHBIN Tiporiecc. [Ipu
HaJIUIUU OOCTPYKTUBHBIX WJIM PECTPUKTUBHBIX U3MEHEHUH, BhIsABIIIeMbIX ipu KUDB/I,
HeoOxouMo HazHayeHue KT.

OyHkiroHaNbHbIE TecThl, 0 MHeHu0 J.H. Ryu et al. (2006r.) [104] u A.M.
Taveira-DaSilva et al. (2015r.) [114] sBIAOTCA CaMbIMH TPOCTHIMH METOJAMHU B
oTpeJeNicHNe CTETeHn TsokecTu 3aboneBanus. Tak, S.R. Johnson et al. (1999r.) [68]
oTMeuaeT, 4to ckopocTh cHkeHuss OPB1 u J)KEJI nomoraroT B onpeiesieHue CKOpOCTH
nporpeccun 3aboneBanusi. [lo muenuto A.M. Taveira-DaSilva et al. (2015r.) [114],
MOJIOKUTENIbHBIA OTBET Ha OpPOHXOAWJIATATOPBI, KOTOpPbIM BO3HUKaeT y 25-30 %
nanueHToB ¢ JIAM, Takke MoOeT OBbITh MPETUKTOPOM TSKECTH 3a00JeBaHUA U

CKOPOCTH TPOTPECCUPOBAHHSI.



26

[To mamapiM M. Hayashida et al. (2007r.) [58], mamueHTHI, y KOTOPBIX W3
KJIIMHUYECKUX NPOSIBJIEHUA HA IMEPBOE€ MECTO BBIXOAUT OJBIIIKA HWMEKT XYIIIAN
MPOTHO3, YeM MalUCHTHI, KaITYIOIIUecs Ha MHEeBMOTOpakchl. 1o JaHHBIM SMOHCKUX
aBTopoB [58-60], y maunentoB ¢ oabimikoi nokazarenu OPB1 u XKEJI Ha 40% Huxe,
YeM y HNAlMEHTOB C PELHUINBUPYIOLIEM THEBMOTOPAKCOM.

J. Huang et al. (2009r.) [61] cumTaer, 9TO TakKe COXpPAHSET CBOIO Ba)XHOCTH
UCCJIEIOBAHUE YPOBHS SHIOTENUAIbHOTO (hakTopa pocta B cbiBopoTke KpoBu (VEGF-
D), noBbimenne kotoporo kKoppenupyer co cHuxkeHueM JKEJI m yxyameHuem 1o
nanubiM KT.

KommnekcHoe GyHKIHOHATBHOE U KIMHUKO-Iy4eBOe 00CiieJOBaHUE MAIIEHTOB
3HAYUTEILHO TTOMOTAeT B OIIEHKE IMPOTHO3a TeuyeHus 3abosieBaHus. Tak, MO JaHHBIM
A.M. Taveira-DaSilva et al. (2004r.) [114] u S.R. Johnson et al. (1999r.) [68], ¥
MOJIOABIX JKEHIIWH M >KEHIIMH B IMpEeIMEHONay3aJbHOM MEpHoJie OTMedYaeTcs Oosee
ObICTpOE CHIDKCHHE (YHKIIMOHAIBHBIX JICTOYHBIX ITOKa3aTeied MO CPAaBHEHHIO C
MAIMEHTKAMH y KOTOPBIX MEPBbIE CUMIITOMBI 3a00JIeBaHUs OB OOHAPYKEHBI yKE B
MEHOMay3y.

ITo manueiM J.H. Ryu et al. (2006r.) [104] u F.X. McCormack (2016r.) [83],
JIAM npu TyGepo3HOM CKJIepo3e UMeeT OoJjiee OJaronpuaTHOE KIMHUYECKOE TEUECHUE U
MEHEE BBIPAXKCHHBbIE M3MEHEHUS (PYyHKIMHU AbIXaHUS, B OTIMYHME OT CIIOPATUUYEKOTO

JIAM.

JlabopaTtopHbIe TaHHBIE

C.G. Glasgow et al. (2009r.) [49] u L.R. Young et al. (2010r.) [135] oTmeuaroT,

YTO BaXHBIM sBIIAE€TCS U3MepeHue chiBopoToyHoro VEGF-D, numdanruorennoro
¢dakTopa pocTta, KOTOpbIE YBEIUUMBAIOTCS B CHIBOPOTKE nanueHToB ¢ JIAM, ocoOenHo ¢
TuM(paTUYECKUM TIOPAXKEHUEM, T.K. 3TO MOXKET TOMOYb B AUArHOCTUKE 3a00JIeBaHUS Ha
paHHHX craausax. Ilpm  HaMYMKM  KIMHUYECKHX  JAaHHBIX M XapaKTEpPHBIX
peHTreHonornyeckux pe3yipbraroB ypoBHsi VEGF-D B cbiBOpoTKE KpOBU, paBHOTO WU
npesbimaomero 800 nr/mi, BO3MOXHO TOBOPUTH O BeposiTHOM JIAM, T.K. JaHHbIE

HU3MCHCHMUA KpaﬁHe PEAKO BCTPLCHACTCA IPU APYTI'UX KUCTO3HBIX 3a00JIEBAHUSX JIETKUX
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Mopdo10oruyecKue JTaHHbIE

B oreuectBennoit nureparype M.M. UnbkoBuu ¢ coart. (2016r.) [9], BeIAEIAIOT
nBe ocHoBHbIe (opmbl JIAM: y3noBas u auddysnas. YznoBas dopma mpeacTaBiseT
pasHokanubepuyro  (0,5-1,5) nguccemMuHanuWio oyaroB B JITOYHOM  TKaHH,
MopdoJoruyeckasi CTpyKTypa KOTOPbIX COOTBETCTBYeT Jeiomuomam. [Ipu nuddysnoi
dopme JIAM chnekTp u3MeHeHHMH Oojiee pa3sHOOOpa3HBIM: y4acTKH Mpoiudepanuu
ATUIMAYHBIX TJIAJIKOMBIIICYHBIX KIETOK MOTYT CIIMBaTbCid JAPYr C JpPYyroM C
dbopMHpoBaHUEM KHUCT (3a cyeT AucOalaHca CHUHTE3a MATPUKCHBIX METAJIONpOTeas).
JlnameTp KHCT MOXET OBITh 10 2 CM, TOJIIIMHA CTEHKU He Ooyiee 2 MM U MpeACTaBiIcHa
IJIaJIKOMBIIIEYHBIMU TTpoiudepaTaMu. B mieBpaabHOM MOJOCTH MOMKET OBITh XUJIEC3HBIN
BBINOT (32 CUET HAPYIICHHUS] TUCTOAPXUTEKTOHUKH JTUMpaTHYeCKUX y370B). Jlo KoHIa
MeXaHU3M (OpMHpPOBaHUS KUCT B JIETOUYHOM TKAaHW HE W3YYEH, OJTHAKO psJl aBTOPOB:
B.1. AmocoB ¢ coast. (20151.) [4], A.A. Cnepanckas ¢ coasT. (2013r.) [13, 14, 15]
CUMTAIOT, YTO 3TO BO3MOXHO 3@ CYET KIAIMAaHHOIO0 MEXaHu3Ma MpU O00JnTepanuu
IPOCBETa MEJIKOro OpOHXa C MOCIEIYIOIIMM €ro MePEePacTHKECHUEM.

[Ipu npoBeneHUH HMMMYHOTMCTOXMMHUYECKOIO HCCIEAOBaHUS Ha MeMOpaHax
ATUNUYHBIX TJIAJKOMBIIIECYHBIX KJIETOK ONPEIEISIOTCS PELEenTOpbl K 3CTPOT€HaM M
IPOreCTEPOHY, YTO MOATBEPKIAET BAXKHYIO POJIb TOPMOHAIBHBIX (DaKTOPOB B Pa3BUTUHU

U T€YEHUH 3a00JIEBAHU.

1.3 KnuHnKo-1y4YeBass IMarHOCTUKA IMMOpaKeHus JJerkux npu JIAM

JIyuesble nposiBiieHus JIAM onuncasbl B psijie pyKOBOJACTB OT€UECTBEHHBIX |1, 2,
5, 16, 17] u 3apyOexubix [23, 25-27, 29, 45, 72, 112] aBTOpOB, OJHAKO, B BUAY
peakocTu 3aboieBaHus TpeOyeT AabHEHIIET0 U3YYSHHS U OLICHKHU.

KomnelorepHast TomMorpagusi SBIS€TCS OCHOBHBIM METOJOM JAMATHOCTHUKU
jgeroyHslx u3MeHennit npu  JIAM [112]. Ilpm npoBeneHuu TpaaULIMOHHOIO
PEHTTEHOJIOTUYECKOTO HCCIICIOBAaHUSI KapTHHA MOXET ObITh HOpPMaJbHOM, MOTYT
OOHapy’>KUBAaTbCSl ~MHTEPCTULMAIbHBIE HW3MEHEHUS B BHJE  CETYATO-SIUYEHUCTOMN

I[e(l)OpMaI_II/II/I JICTOYHOI'O PpPUCYHKA, BO3MOXHbBI IIPU3HAKKW YBCIIMYCHUS JICTOYHOI'O
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o0beMa, IUIEBPAJbHBI BBIIOT (OJHO- WM JIBYCTOPOHHUN, MAacCUBHBIM WJIU
yMEpEHHBIN), OHAKO 3T TposiBieHus mo gaHHbIM J. Kirchner et al. (1997r.) [74] ne
SBIISIFOTCS TATOTHOMOHWYHBIMU W TPEOYIOT TMPOBEACHHS OTOIHUTEIBHBIX JYyYeBBIX
VCCIICJOBAHUM.

Astophl: N.A. Avila et al. (2001r.) [24], T. Moua et al. (2012r.) [90] oTmeuatoT,
yro npu BPKT y mauuentoB ¢ nuddysnoit gopmoii JIAM ompenensroTcss 4eTKo
OuYepUEHHbBIE, pPa3HOKAJIMOEPHbIE KHCTHI BO BCEX OTAEaX JIETOYHON NapeHXUMBI.

B. Trotman-Dickenson (2014r.) [121], oTme4aeT, 4TO B OTJIMYHE OT APYTUX
KHCTO3HBIX ITPOLIECCOB B JIETOYHOU TKaHH, Y 70% manueHToB ¢ JIAM KHCTBI HE UMEIOT
TEHJEHIIMU K CIUSHUIO JpYr C JApyroMm M yseinunueHuto pasmepoB. E. Pallisa et al.
(2002r.) [96] monaraeT, 4TO BO3MOXHO, 3TO MOXET ObITh OOBICHEHO MH(MIbTpaIuen
JIAM-kneTkamMu TuM(PaTHIECKUX U KPOBEHOCHBIX COCYJIOB C PA3BUTHEM 3aCTOS JTUM(]BI
U BCJIEJICTBHUE 3TOTO Pa3BUTHS OTEKA.

ITo nanubiM N. Gupta u R.Vassallo (2015r.) [53], npu npoBeaenuu BPKT kucts
muddy3HO pacrpenesieHbl Ha MPOTSHDKEHWHM Bcex JerodyHbix moseir. M. Tanaka et al.
(2016r.) [113] mnumer, 4To pa3Mepbl KHUCT MOTYT BapbUpOBaThb OT HECKOJIBKUX
MUJUTUMETPOB O KPYHHBIX KUCT (10 SCM).

Psin aBropoB: V.J.Schmithorst et al. (2009r.) [108], J. Yao et al. (2012r.) [132]
OTMEYAIOT, YTO Yy MAalMEHTOB C MPEUMYIIECTBEHHBIM IMOpPAXXKECHUEM JHUM(ATUUECKOM
CUCTEMBI MOXXET OBITh XWJIE3Has MHQPWIbTpALUS IEHTPAIBHOTO U MepudepruIecKoro
uHTepcTuIMs, kotopas mnpu KT BRIMISIAWT, Kak yTOJNIICHHWE IEHTPaIbHOTO
(meHpuOpoHxOBacKyJisipuble My(pThl) U nepudepuueckoro (yTOJIIEHHbIE CTEHKHU
BTOPUYHBIX JIETOYHBIX JOJIEK, YYACTKH MOHUKEHUS MPO3PAYHOCTH MO TUITY «MATOBOTO
CTEKJIa» 3a CUET YIUIOTHEHUS! BHYTPUIOJbKOBOTO MHTEPCTUIIMS), YTO OYEHb MOX0KE Ha
nposiBiieHust TuM@orenHoro kannepomaroza. A.M. Taveira-DaSilva et al. (2015r.)
[116] m N.Gupta, R. Vassallo (2015r.) [53] monaraior, 4TO 3TO B CBOIO O4YEpedb
ABJIAETCS MOATBEPKACHUEM TOro, uto JIAM — Heoruazma.

ITo mamapiM S.C. Chu et al. (1999r.) [31], JH. Ryu et al. (2003r.) [102],
IIPUMEPHO Y TOJIOBUHBI MAaMEHTOB ¢ JIAM BCTpedaeTcsi XWIJIE3HBIM BBINOT 3a CUET

NOpaKeHUsT JTUM(ATUYECKUX KOJUIEKTOPOB, 4YTO TpeOyeT MpPOBEACHUS IJIEBPOE3a
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(MexaHUYeCKOro, XMMUYECKOr0, C MPUMEHEHHEM TajlbKa), mociie kotoporo npu JIAM,
no gaHHpiM N.A. Avila et al. (2011r.) [23], B meBpaJbHOW TOJOCTH MOTYT
dbopmupoBaTbest 0ObI3BecTBIICHUS (B 14%) M maToNornyeckue MATKOTaHHBIE MaccChl (B
23%), moxoxkue Ha 3JI0KauecTBeHHOe HOoBooOpaszoBanme. [lo manueim T.Moua et al.
(2012r.) [90], cybmuieBpanbHbIe MacChl MOTYT OBITH OJTHOPOJAHBIMH WJIM HEPABHOMEPHO
HaKaIIMBaTh KOHTPACTHBIM TMpenapaTr, C HaJU4YheM KaJbIIMHATOB B CTPOME U B
nepudeprudeckux otaenax (MCeBIOKaIcyia), YTO BbI3LIBAET MHOTOUYUCIEHHBIE OMIHOKU
IIPU TPAKTOBKE MOPAXKEHUS, TUCTKH TUIEBPBI HA 3TOM YPOBHE yTOJIIEHBI, HHOT1a MOXKET
ObITh HEOOJBIIOE KOIUYECTBO OCYMKOBAHHOW XKUAKOCTU. I[Ipum oOHapy»eHUM BbIIIE
OMHCAHHBIX M3MEHEHUM y mnanueHToB ¢ JIAM HeoOxoaumo u3ydyeHHe aHamHe3a s
yCTaHOBJIeHHsI (aKTa IIIEBPOe3a, eCiau mieBpoae3a He 0b110 — KT-koHTpob, B ciyyae
YBEJIMYCHHSI pa3MEPOB MPHU JUHAMUYECKOM HAOII0IEHUN — OUOTICHSI.

I[To mamaeim W.K. Steagall. et al. (2007r.) [111], mHEBMOTOpaKC BO3HHUKAET
npumepHo y 55% mnanumentoB ¢ JIAM, npuyem no nanaeiM Verma A.K. et al. (2018r.)
[126], y 80% nanuenToB ¢ JIAM mHEBMOTOpPAKC HOCUT PEIUIMBUPYIOIINI XapaKTep.

Kenny J.-E. et al. (2013r.) [73] u Jackson E. et al. (2017r.) [64], oTMeuatOT, 4TO
U3MEHEHHE  BHYTPUTPYAHOTO  JAaBJCHUSA, BO3HUKAIONIEE TMPU  BBINOJIHEHUH
(GyHKUMOHANBHBIX JIETOYHBIX TECTOB B YCIOBHUSX CTallMOHapa, MpH IMepelierax,
CIIUPOMETPUU MOXKET YBEIUYUThH PUCK PAa3BUTHSI THEBMOTOpAKCa B JBa pasa.

[To manaeim B.G.Baldi et al. (2011r.) [25], V. Cottin et al. (2012r.) [36], A.M.
Taveira-DaSilva et al. (2015r.) [116], u3 Haubosiee yacTo YIIOMHUHAEMBIX B JTUTEPAType
COCYIMCTBIX OCHOXKHeHUU npu JIAM nerounas runepreH3usi CTOMT Ha MEPBOM MECTE.
Boigenstor HeCKOJIbKO MaTo()U3UOJIOTMUYECKUX MEXAHU3MOB Pa3BUTHS JIETOYHOU
runieprensuu (JII') npu JIAM: sHpotenuanbHas auchyHkius, uHQuiabTpanus JIAM-
KJIETKAMH CTEHOK COCYZIOB MaJIor0 Kpyra KpOBOOOpAIlleHHWS C YBEITUYCHHUEM
COMPOTHUBJICHUS B JIETOYHBIX KAMUJUISIPAX, THIIOKCUMHUYECKasi BA30OKOHCTPUKIIHS.

ITo nanubM uccnenoBanms C. Freitas et al. (2017r.) [47], na 105 manuenTax c
TUCTOJIOTUYECKH  BepuUIMpOBaHHBIM  nuarHo3om JIAM ¢ mpumeHeHueM
(GYHKIIMOHATBHBIX, IXOKapaAuorpadhuuecKux METOJIUK, U KaTeTEePU3alMil MPaBbIX KaMmep

cepaua, ObUIM BBIBEJEHBI CIEAYIOIIME 3aKOHOMEPHOCTH, XapakrtepHblie mnsa JII' mpu


https://www.ncbi.nlm.nih.gov/pubmed/?term=Freitas%20CSG%5BAuthor%5D&cauthor=true&cauthor_uid=28427470
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JIAM: pacnpoctpanenHocts JII' npu JIAM Huskas (7,6%), JII' umeeT He3HAUNUTEIbHYIO
CTENEHb TSKECTU U MOXKET OBITh Mpe- WM MOCTKANMIUISIPHON, MOBBIIICHHUE J1aBJICHUS B
CHUCTEME€ JICTOYHON apTepuu CBSI3aHO C  HapacTaHWEM Je30praHu3alluy JIETOYHOU
napeHxumbl, nanueHTsl ¢ JII' umeroT Oosee HUBKYIO TOJEPAaHTHOCTh K (PU3MYECKOMN
Harpy3ke, OOJIbIIYI0 HMHTEHCUBHOCTb OJIBIIIKM M JIECATypalui0 B TEUYEHUE MIECTH
MUHYTHOTO TECTa.

Psn aBTopos: K. Matsui et al. (2001r.) [79], A.M. Taveira-DaSilva et al. (2003r.)
[117] otrmewaeTr, uto mnamueHThl c nauddysHoit dopmoit JIAM wumeror Oonee
HEOJIaronpUsATHBIA TPOTHO3 IO CPABHEHMIO C MAIlUEHTaMU C Y3JIOBOH (POPMOH.

HNuarno3 JIAM tpyaHo moaTBepxkaaeTcs Tak, mo gaHHeiM M.M. Cohen et al.
(2005r.) [34] cpenHee BpeMmsi OT TMOSBJICHUS CHUMIITOMOB, CBsizaHHBIX ¢ JIAM, no

YCTAaHOBKM OKOHYATEJILHOTO JUarHo3a 3abojeBanus koieonercs ot 2 10 6 jerT.

1.4 KiumHuko-ji1ydyeBasg JHMArHOCTHUKA BHETODPAKAJIBHBIX IMPOSABJICHUN IIPU

HHMd)aHFHOHeﬁOMHOMaTOBC JCTKHNX

Buetopakaneubie u3MeHenus mpu JIAM mposBisitoTcss 00pa3oBaHHEM Kak
OpraHHbIX (MaTka, MOYKH, MEUYCHb), TAK U BHEOTPaHHBIX JeomuoM [11, 13, 129, 131,
134 137], xoTOpBIE MOTYT BHOCUTh CYIIECTBEHHBIA BKJIAJ B KIMHHUYECKYIO KAPTUHY U
BJIMATH Ha TIPOTHO3 3a0oseBanus [26, 137].

I[To manmnpiMm N.A. Avila et al. (2001r.) [24] k HauOonee YacTbIM BHE-
TOpakaJbHBIMUA TposiBieHUssMH JIAM oOTHOCATCS JMM(AHTHOMBI, KOTOPHIE MOTYT
poTeKaTh 0€CCUMIITOMHO, B TO ke BpeMsa Y.Y. Wong et al. (2003r.) [131] ormeuaer,
4yTO 3a00JIeBaHHE MOXXET MaHU(PECTUPOBATH OCTPO U COMPOBOXKAATHCS TOUTHOTOM,
0onsIMH B KHBOTE, TMEpUPEPUUIECKUMU OTEKaMHU, WJIM BBI3BIBATH KAPTHUHY OCTPOTO
YKUBOTA MPU OCIOKHEHHOM TEYEHUU.

AHTHOMUOJUIIOMBI — JIOOPOKAYECTBEHHBIE OITYyXOJIM, KOTOPHIE BCTPEUAKOTCS
MPEUMYIIIECTBEHHO B TMoukax. JlanHele mocinennux ucciaepoBanuit [102, 107, 122]
MOKa3bIBAIOT, UYTO aHTMOMUOIUIIOMBI BeTpevatrorest y 100% mamuentoB ¢ TSC-JIAM u

10 50% mamuentoB co cropaaudeckuMm JIAM. Ilamuentsr ¢ TSC 00BIUHO HMEIOT
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MHOXXECTBEHHBIE W OOJBINNE  AHTHOMHOJHUIIOMBI,  AHTHOMHOJHUIIOMBI ~ YacTO
OecCUMNTOMHBI, HO OOJBIIME OMYXOJHU MOTYT BBI3BIBATH KPOBOTEUYEHHE, KOTOPOE
TpeOyeT HKCTPEHHBIX OINEPATHBHBIX BMEIIATEIBCTB — CEJIEKTHUBHOW 3MO0IM3aluu
NoYeyHOM aptepuu, pesekuun win Hedpskromuu [137]. Tlpenpinymiue uccaeaoBaHus
MOKa3ajdl, YTO AHTMOMHOJHMIIOMBI y TAlUEHTOB C TyOEpO3HBIM CKJIEPO30M pPacTyT
obicTpee 1 OoJiee MOABEPIKEHBI OCIOKHEHHSIM, YEM aHTHOMHUOJIMIIOMBI Y TAIIUEHTOB CO
ciopagnueckum  JIAM  [131]. CormacHo MexnayHapogHOMY KOHCEHCYCy MO
Tyoepkyne3noMy ckinepo3y (International Tuberous Sclerosis Complex Consensus
Group Tuberous sclerosis complex surveillance and management: recommendations of
the 2012 international tuberous sclerosis complex consensus conference) [37], y
narueHToB ¢ TSC, u3MeHenne pa3MepoB aHTHOMHOJIUIIOM CIIEAYET OLICHUBATh KaXKIbIe
1-3 roma ¢ MOMOUIBI0O MarHUTHO-PE30HAHCHOM TOMOTrpaduu *KUBOTAa, a ONEepaTUBHAs
TaKTUKAa PEKOMEHAYEeTCs JIJIsi OECCUMIITOMHBIX OIyxoJiei Ooisiee 3 cMm. Pexomennanuu
ERS no cnopanuueckomy (ornpeaesieHHOMY Wid BeposiTHoMY) JIAM roBopsiT o0 ToM,
9T0 OECCUMIITOMHBIE TIOYEYHBIE AHTMOMHOJIHMIIOMBI pa3MepoM MeHee 4 CM TOJIeKaT
€KEr0JJHOMY YJIbTPa3ByKOBOMY MCCJIEJIOBAaHUIO, a MPHU OIyXOJIU pazmepoM Oosee 4 cMm
VY3U-KoHTPOIb JOJKEH MNPOBOAUTHCS JBAXKIbI B TOJ Uil PEIIEHHH BoIpoca 00
OMEpaTUBHOM JIEYEHUU H3-3a OoJee BBICOKOro pucka ocnoxHenun (European
Respiratory  Society guidelines for the diagnosis and management of
lymphangioleiomyomatosis, 2016) [41].

Henasnee uccnenoanue Z.W. Yeoh et al. (2014) [133] B Oousblioii Koropre
nanueHToB co cropaauyeckum LAM (n = 53) mokaszaio OTCYTCTBHE CBSA3U MEXIY
YBEJIMYCHUEM pa3MEpOB aAHTHOMHUOIIMIIOM TIOYEK, WX OCJIOXHEHHBIM TEUCHHUEM,
BO3pPacTOM U (DYHKIIMOHAJILHBIMU JTAHHBIMH TAIMEHTOB. Takke He ObLJI0 OOHAPYKEHO
CYIIIECTBEHHOW Pa3HUIBI B YACTOTE KPOBOTEUCHHS MEXKIY MalMEHTAMHU C TyOepO3HBIM
ckiaepozoM u 0e3 Hero. CpenmHss CKOPOCTh pOCTa AHTMOMHOJHUIIOMBI  TPH
cnopagudyeckoM JIAM coctaBmisia 1,8 MM B rog. XoTs o01iast cBsizb MKy pa3zMepoM
OIyXOJIM M POCTOM He Oblia Moka3aHa, HaOJroanach TEHACHLMS K Oosnee ObICTpoMy
pocTy omyxojield 6oypmmx pasmepoB [129]. HecMoTps Ha HEKOTOPBIC OTPaHHYCHHUS,

M3-32 PETPOCIIEKTUBHOTO aHaiM3a JaHHBIX, uccienoBanue Yeoh et al. (2014) [133]
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II0Ka3aJ10, YTO aHTHOMHUOJIUIIOMBI TP criopagudeckoM JIAM uMeroT 0auHaKOBBIM PUCK
KpOBOTeUeHHUsI, Kak U mpu JIAM accolMMpoOBaHHOM C TYOEpO3HBIM CKJIEPO30M, U
TpeOyloT OoJjiee TIIATENBHOIO HAOJIONEHMS, YEM paHee Npeajarajioch B
pekomenganuax ERS. ABTOpel peKOMEHIYIOT KOHTPOJb Kaxkaple 12 mecsneB s
onyxoJiek nuametrpoM oT 11 10 30 MM U Kaxapie 6 MecsLEeB IJisl OMyXOJel, pa3MepoM
oonee 30 mm.

Otu nannbeie noarBepxkaaroT C.P. Nelson et al. (2002r.) [91], S.R. Johnson et al.
(2010) [66] u D.A. Krueger et al. (2013r.) [75], cuuTas, 4To HE3aBUCUMO OT pa3Mepa
OMyXOJIM, KPOBOTEYCHUE WU TMOJO3PEHHE Ha 3JI0KAYeCTBEHHOCTh, TpPEOYyIOT
IIPOBEJICHUS ONIEPATUBHOTO BMEIIATEIbCTBA.

Psnom aBTOopoB S.R. Johnson et al. (2010r.) [66], D.A. Krueger et al. (2013r.)
[75] oTmeuaercs, dYTO HMOONM3AIMS WM WIAAAIMIAS PE3CKIUS TIOYKH MOTYT
BBITIOJIHATHCST TIPU CUMIITOMATHYECKUX WJIM KPOBOTOYALIUX OITYXOJIX, OTMEYasi, 4TO
cieayer u3beratb HEPPIKTOMUU K3-3a OOJIBIIOTO YUCIIA OCIOKHEHUN U MOBBIIIEHHOTO
pucka Oyayiiel moYeYHOM HeTOCTATOYHOCTH. DTH K€ aBTOPHI OTMEYAIOT, YTO OUOTICHUS
U, B KOHEYHOM CUE€Te, XUPYPruyecKoe BMEIIATEIbCTBO HEOOXOIUMBI MPHU MO03PEHUN
HAa 3JI0KAYE€CTBEHHOE MOPaKEHUE.

ITo nanubiM N.A. Avila et al. (2001r.) [24], S.R. Johnson et al. (2010r.) [66], pu
3anogo3peHHoM JIAM  HeoOxomgumo BeimosHeHne KT opranoB OpromHO# MOJ0CTH,
3a0pIOIIMHHOTO TIPOCTPAHCTBA M MAJIOTO Ta3a JJIA BBISBICHUS aHTHOMHOJIHUIIOM MOYEK,
yBEIWYEHUST  3a0PIOUMIMHHBIX  JUM(GATUUECKUX  Yy3J0B, HaJIUMYUs BHEOPraHHBIX
3a0pIOMIMHHBIX HOBOOOPA30BaHUW I TUTAHUPOBAHUS XUPYPTUUECKOW TAKTUKH, a
TaK)Ke OIIEHKU TUHAMUKH Mporecca Ha GOHE JIeUEHUSI.

L.V. Timay et al. (2017r.) [123] ormMe4aeT, 4TO MoYeYHass aHTHOMUOJIUTIOMA —
JTOOpOKAYECTBEHHAs] OMYyXOJb, KOTOpas COJEPXKUT >KUP, KPOBEHOCHBIE COCYAbl H
MBIIILIBI IPUCYTCTBYIOT Y 27% MalMeHTOB ¢ TMM(PAHTHOJEHOMUOMATO30M.

ITo mamnpiM A.S. Flum et al. (2015r.) [45], TunuuyHblE AHTMOMHUOIHUIIOMBI,
JMIIEHHBIE XUPOBOM TKaHW, COAEPKAT NPEUMYIIECTBEHHO snuTenvonansie LAM-

KJICTKH, HO MOTYT TaK)Ke MPEJICTABIATH COOOM MOYEYHO-KIECTOYHYIO KapIIHHOMY.
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Cnoxunoctu auddepeHunanbHONR AMarHocTuky, mo AanHbM J. Champagnacet al.
(2016r.) [30], moryT OBITH CBSA3aHBI TAKXE€ C TEM, YTO TJABHBIM OCJIO)KHEHHEM JIJIsi
QHTUOMHUOJIMTIIOM OOJIBIINX Pa3MEpPOB SBJISIETCS KPOBOUBIHUSHUE, KOTOPOE MOMKET
IPOSBIATHCS 00siMHU B kUBOTE WiH 1mokoM. [Ipu KT wnu conorpaduu kpoBouznusiHue
B AHTHOMHOJIUIIOMY MOKET MPOSIBIISITHCS KaK MOSIBJICHUE TUIEPJCHCHBIX BKIIOYEHUUN
(6onee +60 HU) B cTpyKkType MATKOTKAHHOTO HOBOOOPA30BaHUsI, KOTOPOE MOXKET OBITh
OmMOO0YHO JMATHOCTUPOBAHO KaK reMopparmdeckuii pak mouek. Y.S. Tan et al
(2010r.) [112] omnmcan ciaydail OCJIOXKHEHHOTO TEUEHHS OOJIBIIMX pPa3MEpoB
AHTHOMHUOJIMIIMBI TTIOYKH C pa3BUTHEM TPoMOO03a MOYCUHON BEHBI M KaK CJICACTBUE —
pa3BuTHE TpoMO0IMOOIMK BeTBel Jerouno aprepuu. Y. Akcali et al. (2006r.) [20] u
N.G. Jaafoura et al. (2015r.) [63] ormeuaror, uyto npu KT Takue wu3MeHECHHS
MIPOSIBJISIFOTCS. BHYTPHUITPCBETHBIMUA U TIPUCTCHOYHBIMH Je(hEeKTaMU KOHTPACTUPOBAHUS
MMOYECYHON BEHBI U CETMEHTAPHBIX BETBEU JIETOYHOU apTEPHUH.

[To pmanueiM A.T. Trout et al. (2018r.) [122] y 29% mnauuentoB c JIAM
OMPENENAIOTCS  BHEOPraHHbICe  3a0pIOLIMHHBIE  HOBOOOpa3zoBaHusi —  JuUMQ-
aaruonieiomromsl. S.T. Gokaslan et al. (2017r.) [51] numryT, 9To NMpu yBEIUICHUHU 10
3HAUYUTENBHBIX PAa3MEPOB OHU MOTYT KOMIPUMHPOBATH CMEXHBIE OPraHbl, BHI3bIBATH
001p M oTeku HWKHUX KoHeuHocTel. [lo mamabeM N.A. Avila et al. (2001r.) [24] u
Pickhardt P.J. et al. (2006r.) [98], mpu KT numdbaHrnoneioMuomMsl BBITIISAAT, KAk
HOBOOOpAa30BaHUSI OKPYTJIOH (OpMBbI KUAKOCTHOM TUIOTHOCTH, HAaKarJIMBAIOIINE
KOHTPAaCTHBIM MpernapaT 1o TOHKOCTeHHOM karcyne. Oanako N.A. Avila et al. (2011r.)
[24], nonaraer, 4TO MpH HAJIMYUU HAKOIUICHHMS KOHTPACTHOI'O Mperapara B CTpoMe
o0pa3oBaHMii, OHU MNPUOOPETAIOT YEPTHl XapakTepHble ISl JUM@OM, 4YTO Tpedyer
nanbHee BepuduKanyuy U BEITOJIHEHUS OUOTICUH.

Taxxke Avila N.A. et al. (2001r.) [24] oTMeyaeT, 4TO TPYAHOCTH B JHUATHOCTHUKE
BO3HUKAIOT TMPHU JOKaIu3aluu JIUM(DAHTHOMHUOJIUIIOM B MajoM Ta3zy, OHU MOTYT
MUMUKPUPOBATh MOJ] paKk SUYHHUKA, BbI3bIBas OosieBod cuapom. [lpu stom na KT
OTIPENENSIOTCA ~ TeTepOreHHble  (KMAKOCTHBIE M MSITKOTKAaHHBIE)  MAaccChl,
JOKAIM3YIONIMECS B MaJiOM Ta3y, HEPaBHOMEPHO HAKaIJIMBAIOIMIUNE KOHTPACTHBIN

npenapar 1Mo KarcyJje U B CTpOME.


https://www.ncbi.nlm.nih.gov/pubmed/?term=Tan%20YS%5BAuthor%5D&cauthor=true&cauthor_uid=19609707
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avila%20NA%5BAuthor%5D&cauthor=true&cauthor_uid=21427352
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avila%20NA%5BAuthor%5D&cauthor=true&cauthor_uid=21427352
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F.X. McCormack et al. (2016r.) B Official American Thoracic Society/Japanese
Respiratory Society Clinical Practice Guidelines: Lymphangioleiomyomatosis
Diagnosis and Management. ATS/JRS Committee on Lymphangioleiomyomatosis [83]
JI0Ka3alid, YTO pa3Mepbl JTUM(GAHTHOICHOMUOM MOTYT KOJeOaThCsi B T€UEHUE CYTOK: C
YBEJIMYECHUEM PAa3MEPOB THEM U YMEHBIIIEHUEM B HOUHOE BpeMSI.

Psn aBTopoB: N.A. Avila et al. (2001r.) [24], L.M. Moir et al. (2016r.) [85],
A.M. Taveira-DaSilva et al. (2015r.) [114] npenmnonararT, 4TO CyTOYHOE HU3MEHEHUE
pa3MepoB JIEHOMUOM MOXET OBITh CBSI3aHO C MPUTOKOM JUM(BI K3 KHUILIKH TOCIE
pueMa MUIIKU U OT HUKHUX KOHEYHOCTEH BCIIEACTBUE JIBUTATEIILHON aKTUBHOCTH.

ITo muennto Y.Y. Wong et al. (2003r.) [131] u S. Harari et al. (2015r.) [54],
HauOoJiee TPO3HBIM OCJIO0KHEHUEM JUM(DAHTMOMHUOIEHOMUOM SBIISIETCSI UX Pa3phbiB C
U3IIUTHEM XWJIE3HOW JKHUJIKOCTU B TOJOCTh OpPIOHMIMHBI C Pa3BUTHEM XHUMHUYECKOTO
NEPUTOHUTA W KIMHUKOW OCTPOrO »KHBOTA, KOTOpass MOMET OBITh IOXO0XKa Ha
KJIMHUYECKYI0 KapTHUHY ocTporo anneHaunuta. [To nanaeim N.A. Avila et al. (2011r.),
C. Iruloh et al. (2013r.) [24] u [62], nns KT-ceMHOTHKH pa3pbIBOB JTUMQaHTHOJICH-
OMHOM XapaKTEPHO YMEHBUIEHUE pa3MepoB JIUM(AHTHOJIEHOMUOMBI, TOSBICHUE
CBOOOHOM JKMJIKOCTH B OPIOITHOM MOJIOCTH U MAJIOM Ta3y.

JIJist OLleHKH TMHAMUKHU TOpPaKaJbHbIX W BHETOPAKAIbHBIX M3MEHEeHUM npu JIAM
UCTIOJIB3YIOTCS pa3IMYHbIe METO/IbI KaK JIy4eBod (KoMibioTepHoit ToMorpaduu, BPKT,
KT-auruorpadus, OO®IKT, [19T-KT) [3, 4, 6, 9, 18, 50, 62, 91-93, 112, 127, 135, 136]
tak U (pyHkuuoHanbHoi (KU®B/I, sxokapauorpadus) [12, 71, 121] auarHocTuku,
KOTOpPBIE TIO3BOJISIIOT BBIIBUTH W OICHUTh B JTWHAMUKE CIHEKTP TOPAKAIBHBIX U
BHETOPAKAIbHBIX M3MEHEHUU TpPH 3TOM 3a00J€BaHUU, OJHAKO IMOJHOCTHIO OHU HE
U3YYEHBI.

Onucanbl ciaydyau codetanusi JIAM ¢ pakoM MOJIOYHOM >KeJie3bl: MO JaHHBIM
uccnenoBanuss O. Nufiez et al. (2016r.) [92], ¢ 2004-2014rr., NpoOBEIEHHOTO Y
nanueHTok ¢ JIAM w3 UHcnanuum, BenukoOputanuu, AnoHuH, pHUCK pa3BUTHUS
WHBAa3UBHOTO paKa MOJIOYHOM KeJe3bl Y JKEHIIWH B NPEIKIMMAKTEPUUYECKOM MEPUO/IE C
JIAM Bbllle, 4eM y KEHIIMH M3 OOLIEro 4YHcla, YTO MOXKET OBbITh CBSI3aHO C

TrOpMOHAJIbHBIMH HAPYHICHHUAMMU.


https://www.ncbi.nlm.nih.gov/pubmed/27628078
https://www.ncbi.nlm.nih.gov/pubmed/27628078
https://www.ncbi.nlm.nih.gov/pubmed/27628078
https://www.ncbi.nlm.nih.gov/pubmed/?term=Avila%20NA%5BAuthor%5D&cauthor=true&cauthor_uid=21427352
https://www.ncbi.nlm.nih.gov/pubmed/?term=Nu%C3%B1ez%20O%5BAuthor%5D&cauthor=true&cauthor_uid=26951504
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B oTedecTBEHHBIX M 3apyOEKHBIX HCTOYHHMKAX JaHHbIE 00 OCI0KHEHHOM
TEYEHHUH M KOMOpOuaHOM marosorun mnpu JIAM: cocynucTeIX HapyleHHs,
BOCHAJIMTENIbHBIX MPOLIECCAX, a TAKKE OMYXOJIEBOM MOPAKEHUU, KpailHE CKYIHBI, YTO
JeNaeT 3Ty NpodIeMy aKTyalbHOM.

Her enunoro MHeHus 00 alropuTMe JIy4eBOro UCCIEI0BaHUs Y 3TUX HallMEHTOB.

BBuny opdannoctu 3aboneBaHusi B JUTEPATYPHBIX HCTOYHUKAX HET MOJIHOM
OLIEHKM  pe3ysibTaTtoB  Jiedenus JIAM, B  ToM  u4ucine  mpenaparamu
sTHONaToreHeTu4eckoil Tepanuu (MHruouTOpl MTOR - cupanumyc, 3BepaiuMyc), 4TO

JIeJIaeT U3y4yeHue ITO MpoOIeMbl KpailHE BaXKHBIM.

1.5 HI/I(bd)CDGHHI/IaHBHaH JIyueBas JMAarHOCTUKA KMCTO3HBIX NOPAXKCHUHN JICTKUX

B nurtepaTypHbIX HCTOYHMKAX CKYJHO OCBEILEHbI BOIPOCH! AuddepeHnaIbHOM
JUArHOCTUKM KHCTO3HBIX IPOLECCOB B JIETOYHOM TKaHU. B CBSA3M € IIUPOKUM
BHEJIPEHUEM B MIPAKTUKY BBICOKOpAa3pemaieil kommnbiorepHoit Tomorpadun (BPKT),
CTalM BBISBISITBCS KHCTO3HBIE HW3MEHEHUSI B JIETKUX, HE OIpeAeNseMble MpHU
IPOBEJCHUH TPAJAULIMOHHON PEHTIreHOrpaduu U Jake MpU KOMIIbIOTEPHOM ToMorpaguu
(KT) ¢ ucrionszoBanueM OOJIBIION TOIIIMHBI Cpe3a.

Bomnpocel nuddepenmanbHoil AMATHOCTUKA KUCTO3HOTO TMOPAXKEHUS JIETKUX
CIOXHBI. [IpUuMHBI NOABIEHHUS] KUCT B JIETOYHOW TKAaHU Pa3HOOOPA3HBI: MOCIEICTBUS
NEPEHECEHHOM OPOHXOJIErOYHON nuca3uu (Kak KiIacCU4ecKoll (popMbl — CHUHAPOM
«yTeuku Bo3ayxa» npu arpeccuBHoid MBJI, Tak 1 HOBON (QoOpMBI — CBSI3aHHOWU C
HE3pEJIOCThIO JIETOYHOM TKaHW NpU TIyOOKOM CTENEeHW HEIOHOIICHHOCTH IUI0AA),
ophanHble 3a00J€BaHUS C  KHUCTO3HOM TpaHcopMauuend JIETOYHOM  TKaHU
(TumbaHrnonefoMuomMaro3, TUCTHOLUUTO3 X JIETKUX), IOCJIEACTBUSL TEPEHECEHHbIX
UHOEKIUN TP UMMYHOCYIIpECCUH (B MEPBYIO OYepe/ib MTHEBMOIMCTHON MHEBMOHUU).
OcranbHble OpUYUHB (TUMQOLUTAPHAs WHTEPCTHLMAIbHAS MHEBMOHHUS, KHUCTO3HBIE
MeTacTasbl, cymneppeakue OonesHu — Xbpiora-Jlyo0e, SHIMETpUO3 JIETKUX U T.1.)

BCTPEUAIOTCS PEAKO U 3aM0I03PpUTh UX KpaliHe cioxHo [11, 17, 67,76, 104, 133].
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Bo3agyxoconepxkamiass KucTta B JITOYHOM TKaHU  MPEACTaBISIET  COOOM
TOHKOCTEHHYIO BO3JIyXOCOAEPKAIIYI IIOJIOCTh, TOJIIMHA CTEHKHM KOTOPOM HeE
npeBbiimaeT 2MM. CTpoeHHE CTEHKH MOXET OBbITh Pa3Iu4HbIM (COOTBETCTBOBATH
oponxuanbHoi crenke npu JIAM u I'X, umMeTh BHOBb C(HOPMHUPOBAHHYIO CTEHKY IPHU
MOCJIEACTBUSX IEPEHECEHHBIX BOCHAJIUTEIbHBIX MPOLECCOB, JIOKHYK CTEHKY IpHU
dbopmupoBanuu mHeBMaronene) [14, 15]. PeHTreHonor He MOXET OIEHUTH CTPOCHUE
CTEHKH, OJIHAKO BUIUT €€ HaJM4Hhe, YTO IO3BOJSET MpoBecTH AuddepeHnaIbHy0
JUAarHOCTUKY C Oymie3Hoil sMmduzemoit (mpu kotopoit creHka Ha BPKT He
BU3yanuzupyercs) [5].

EnuHnuuHbIE BO3IyXOCOAEpIKAIIUE KUCTBI MOTYT BBIBISITBCA IPU HCXOAAX
JNECTPYKTUBHBIX BOCHAIMTENBHBIX MPOIECCOB (abciecc, MUKO3, TyOepKyie3), UMEIOT
HEMpaBWIbHYIO (GOpPMYy H  CONPOBOXKIAIOTCA  (GUOPO3HBIMU  H3MEHCHHSIMH B
OKpykaromieit jerouHor TkaHu) [17]. MHOXeCTBEHHBbIE KHCTBhI MOTYT (hOPMHPOBATHCS
npu mpoueccax auddysnoro GuOpo3upoBaHMS JETOYHOW TKAHU (MIPOSBICHUS
UAMOMATUYECKOTO JIeTOYHOro (uOpo3a), OJHAKO HAIWYKE TMPOSIBICHUH «COTOBOTO
Jerkoro», (GOpPMUPOBAHUE TPAKIUOHHBIX OpPOHXOAKTA30B M JIpyrHe IMPU3HAKU
YMEHBIIICHUSI 00beMa JIETOYHOM TKAaHM HE MPEJOCTaBAT PEHTTEHOJIOTY BO3MOXKHOCTH
npoBOANTh JU((EepeHInaNbHYI0 AUATHOCTUKY C JPYTMMH KUCTO3HBIMH IpOIIECCaMU
[15]. Hanuuue HECKONBKUX KHUCT B JIETKUX 3aCTaBISET UCKATh CUCTEMHYIO IPUUYUHY UX
BO3HUKHOBeHus [11, 127].

BoisBnssemble npu BPKT xapakrepuctuku KucT (pacnoyioKE€HUE, pa3Mephl,
BO3MOXXHOCTb WX CIUSHUS, TOJIIMHA CTEHKHU, HAJIUYUME B HHUX COJIEPKUMOIO —
KUIKOCTb, KPOBb, COJIMJHBIE MACChl), HaJTM4YUE APYTMX U3MEHEHUHN B JIECTOYHOM TKAHU
(ouaru, y3ibl, THOUIBTPATUBHBIC, UHTEPCTULIMAIBHBIE U3MEHEHHUS), JTUMQpaIeHONaATHs
BHYTPUTPYIHBIX W MOAMBIIIEYHBIX TPYMI, COMYTCTBYIOIINE IIEBPAJIbHbIE U3MEHEHUS
(THEBMOTOPAKC, XUIJIOTOPAKC, THUIPOTOPAKC, IUIEBPUT), BHETOPAKAIbHBIE W3MEHEHUS
(maTrosjorusi Me4eHU, CEJEe3E€HKH, MOYEK YaCTUYHO BXOMASIINX B O0JIACTh CKAHUPOBAHUS
IIPU  UCCJEAOBAHUU TPYOHOM KIIETKH) I[O3BOJIAIOT PEHTTEHOJOrY MPEANOI0KUTh
XapakTep MaToJIOTMYECKOr0 MPOLIECCA, YTO ONPENEIAET TAKTUKY BEAEHU NanueHTa 15,

85, 112].
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OcobeHHO CIOXKHBIM AuQGepeHITUaTbHbIN TUAarHO3 CTAHOBHUTHCS Y MOJIOIBIX
MAalUEHTOK, UMEIOIINX KIMHUYECKUE MPOSBICHUS XapakTtepHble 1 JIAM — ofplika u
peLUIUBUPYIOIINE THEBMOTOPAKCHI.

l'uctnounto3 nerkux X (rpa”ynemaro3 JlaHrepranca) xapakTepusyercs
npoiudepaleil aTUMMYHBIX THCTHOUUTOB (KJIETOK X) W 00pa3oBaHUEM B JIETKHX, a
TaKk€ B JIPYTUX OpraHax M TKaHSAX TUCTHOLMTApHBIX TPaHyJIeM, B JIETKUX — C
nocjeayrniel ux Kucro3nou tpancopmanueit. Berpewaercsa B 1-5 cnydaeB Ha 1 MitH
Hacenenusi, B rpynne W3]l — 4% [2, 5, 8, 11]. 3aboneBanuemM cCTpagarOT
NPEUMYIIECTBEHHO MY>KUYMHBI, HAOMIOAAIOTCS €AMHUYHBIE Clydau 3a00JIeBaHUSI Cpeau
eHckoro HaceneHus. [ ['X xapakTepHa CUCTEMHOCTh 3a00JI€BaHUSI - MOPAKECHUE
KOCTel, runodusza (aeHoMa, MUKPOaJIeHOMa, C MPOSBJICHUSIMU HEcaxapHOro anabdera).
Manudectupyet 3a001€BaHUE MTHEBMOTOPAKCOM.

[Tocnennue rogpl OTMEYAETCSI 3HAYUTENBHBINA POCT MTHEBMOLIMCTHON MTHEBMOHUH,
YTO CBS3aHO ¢ MaccoBbIM mepexogoM BUY-undunupoBaHusi B pa3BepHYTYIO CTaJHIO
3a00seBaHusl, YXYAIICHUEM JMUIAEMUOJIOTHYECKOH 00CTaHOBKM B cTpaHe u CaHKT-
[TerepOypre]. lnarHocTrka MHEBMOIMCTHOW MHEBMOHUM OCYIIICCTBIISICTCS Ha OCHOBE
JMAHHBIX aHamHe3a (moaTBepkaeHHOe BUY-HOCHUTENBCTBO), KIMHUYECKOW KapTHHBI
(TMxopaaKa TeKTHYECKOTO THUIIA, TTOXYIAaHKE), a TaKKe NaHHBIX ypoBHS CD4 (<250/mki)
Y BBISIBIICHUS] THEBMOLIMCTHI MPU MPOBEICHUH MUKPOCKOIIUA MOKPOTHI [12].

[lo xnaccupukaumun BUY-undexuun (npunoxenue Kk HWHcTpykuum 10
3alOJTHCHUIO TOJOBOW (OPMBI TOCYIApCTBEHHOTO (heepasbHOTO CTaTHCTHYECKOTO
HaOmonennst Ne 61 «CBegeHus o KOHTHHTreHTax OonbHBIX BUY-undexmnueir»,
yTBepkieHHoM [Ipukazom Munsnpascoupazsutust Poccun ot 17 mapra 2006 1. Ne 166),
pa3BUTHE TTHEBMOIIMCTHOM TTHEBMOHUU BO3MOXXHO mpu 4B cragum 3aboneBaHus,
XapaKTEepPU3YIOMICHCsT  HAJIMYMEM  KaXEKCUM, T€HEpaJIU30BaHHBIMH  BUPYCHBIMH,
OakTepHaTbHBIMUA, MUKOOAKTEpUAITLHBIMU, TPUOKOBBIMU, TPOTO30MHBIMU WH(EKITHSIMHU,
napa3uTapHbIMHU 3a00JIEBaHUSIMHU, KaHIWJ030M IMHIIEBOJA, OPOHXOB, Tpaxeu, JErKUX;
3JI0KAYECTBEHHBIMU OMYXOJISIMU U TTOPAKEHUEM IIEHTPAJIbHOU HEPBHOW CUCTEMBI.

Kazanoch Obl, IpOIMyCTUTH MPOIIECC HA JAJIEKO 3aIlIEIIeH CTaaul HEBO3MOXKHO,

OJHAaKO 4aCTh IIallMCHTOB, 3HAs1 O CBOCM 3360H€B3HI/II/I, CKPBIBAKOT 3Ty I/IH(bOpMaHI/IIO oT
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Jeyalero Bpada, Jpyras 4acTh OOJBHBIX HE 3HAET O CBOEH MaTOJOTHH, YTO MPUBOAUT K
TOMY, YTO TMAIMEHThl C ONMOPTYHUCTUYECKUMH HWHMEKIUIMU OKa3bIBAIOTCA B
MHOTONIPO(UIFHOW KIWHUKE WM HAa TpHEeMe Yy Bpauya-MyJlIbMOHOJOra W Bpadya-
PEHTI€HOJIOTa C IPYTUMU TIPEATNOIaraéMbIMU JUArHO3aMH.

Craguy MTHEBMOIMCTHON MHEBMOHHMM XapaKTEPU3YIOTCS CTENEHbIO MUKPOOHOTO
HACBIMICHUS, BBIPAKCHHOCTh OTE€KAa M KJIETOYHOW WHQPUIBTPALMUA, YTO OMpPEIeseT
KJIMHUYECKYIO0 U PEHTT€HOJIOTHYECKY0 KapTuny [12, 14, 130].

Orteunas craausi pas3BuBaercs B TedueHue 7-10 1HeEH, Xapakrepusyercs
IIPOrPECCUPYIOLIEH OIBIIIKON (O BBIPAXKEHHON OABILIKA B MOKOE), HATUYUEM CYXOIO
HEMPOAYKTUBHOTO  Kamuisi, cyOdeOpusbHONW  Temmeparypoit, ciaboctero. [lpu
ayCKyJIbTaTUBHOM HCCJICIOBAHUU XPHITBl HE BBICIYIINBAIOTCS, AbIXaHUE, KaK MPABUIIO,
ocnabnenHoe. PeHTreHonmornyeckas kapTuHa B Havayie 3a00JeBaHUS HE sICHA, Yalle
BCErO €€ OIKCHIBAIOT KaK BAPUAHT HOPMBI, PEXKE BBIABIACTCS MPUKOPHEBOE CHUKEHUE
ITHEBMATHU3AIMH JIETOYHON TKAHU W YCHJICHUE WHTEPCTUITUATHFHOTO KOMIIOHECHTA.

Atenekraruueckasi CTaaus JJIUTCA OKOJO 4 HeAelb, MPOSBIAECTCS BBIPAKECHHOM
OJIBIIKOM B TIOKOE, HAJTMYHUEM MAaJIOMPOIYKTUBHOTO KAl C BBIJCICHUEM BSI3KOM
MOKpoThl. Temmeparypa Tena ¢ebpunbHas/cyodeOpusibHas, MpU  ayCKYJIbTAllMH -
KECTKOE W/WIM OcNablieHHOE JbIXaHUE, CyXUe XpHUIIbl. PeHTreHonorndeckass KapTUHA
XapaKTepu3yeTcs OwinarepaibHbIMA OOJAKOBUAHBIMH WH(QHUIBTpaTaMH — CHUMIITOM
«0aboukn», TpPU PA3BUTHH PECIUPATOPHOTO JTUCTPECC-CUHApPOMA - OOUIBHBIMU
OYaroBBIMH W WH(OUIBTPATUBHBIMUA 3aTCHCHHUSMH — PEHTICHOJOTHYECKas KapTHHA
«BAaTHOTOY JIETKOTO.

OMduzemMaro3Hasi CTaausi SBISETCS PE3yJIbTaTOM YacCTUYHOIO BOCCTAHOBIICHUS
aHaTOMUU U (QYHKIIUU JIETOYHON TKAaHU U XapaKTEPU3YeTCs HAIMIUEM dM(U3EMaTO3HBIX
JOOYISIPHBIX B3yTHH U B pe3yiIbTare pa3pylieHUs albBEOJSIPHBIX MEPETOPOOK, MOKET
COMPOBOXKIATHCS  (POPMUPOBAHMEM  BO3JyXOCOJEPKAIIUX KHUCT (ITHEBMAToOlLIENe),
pa3BUTHEM IMHEBMOTOpakca. KIMHHYECKH COMpPOBOXKAAECTCS HEKOTOPBIM YIIyYIICHUEM
COCTOSIHUSA OOJNBHBIX M YMEHBIICHHE OJBIIKH. ECIM pPEHTTeHOJIOT BCTpEeYaeTcs C

MaIMEHTOM Ha ATOM CTajguu 3a00jIeBaHNs HE 3Hasg €ro aHaMHeE3a (‘ITO B CBA3H CO
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CBOEBpeMEHHbIM HavainoM JiedeHus [III mpoucxoguT Bce wyaiie), OH BUIUT KapTHHY
KHCTO3HO-9M(HU3EMATO3HOTO MOPAKEHUSI.

OTtaenbHyO0 rpyIiny O0JIbHBIX COCTABISIOT MOJIO/IBIE TAIMEHTHI C MOCIEACTBUIMU
nepeHeceHHon Oponxonerounon aucruiazuu (bJIJ]). Beimenstor HOByIO (CBSI3aHHYIO C
TU(PQY3HBIM YMEHBIIEHUEM aJbBEOJSIPHOTO DPA3BUTUS U KIMHUYECKHM 3HAYMMOM
noTepel MOBEPXHOCTH ra3000MeHa y NTyOOKO HEJOHOIIEHHBIX JETEN) U KIACCHYECKYIO
(CBSI3aHHYIO C MCIOJB30BAHMEM MECTKMX IapaMETPOB HCKYCCTBEHHON BEHTWIISILIUU
JIETKUX B nepuoj HoBopoxaeHHocTH) (opmbl BIIJL [7, 36]. B pannem nepuone bJJI
XapaKTepu3yeTcs 3HAYUTEIbHBIMU HApyLIEHUSIMA BEHTHIALIMOHHON CHOCOOHOCTH
JETKUX W SApPKMMH KIMHAYECKMMH CHUMIOTOMaMu. B janbHeilieMm, CONIACHO
CYLIECTBYIOLLIEMY  MPEJCTABICHUIO,  IPOUCXOIUT  «IepepacTaHue  OOJIE3HW»,
YMEHBILIEHUE BBIPAKEHHOCTH KIMHUYECKUX TMPOSBICHUN 3a00€BaHMUs WIM JaxKe
HopMasin3auMsl QyHkumu BHemHero asixanus (PBJl) mo mepe pocra pebenka. B
OTIENbHBIX paboTax OTMEYAJIOCh, YTO M Yy HOJIPOCTKOB, W Yy B3pocibix ¢ BJIJ] B
aHAMHE3€ XPOHUYECKHE PECIHUPATOPHBIE CUMITOMBI MOTYT COXPAHSATBCS C IEpPUOIA
HOBOPOXAeHHOCTH C paznuuHoit (10-60 %) gactoroii [1, 7, 17]. DTu nanueHTsl UMEIOT
BBIPQKCHHbIE AHATOMMUYECKHE H3MEHEHHs B JIETOYHOW TKaHU € (QOPMHPOBAHHEM
sMpu3eMbl, NTHEBMO(UOPO3a U BO3LyXOcoAepKaluxX KUCT, BeisiBisgeMmble pu BPKT, o
KOTOPBIX JIOJKEH UMETh MIPEICTABIEHUE PEHTICHOJIOT U ITYJIbMOHOJIOT.

Taxum 00pa3oM, BO3MOKHOCTh BBISIBJICHHSI KHCTO3HOTO MOPAXKEHUS! JIETKUX MPU
oonee yactoM wucnoib3oBaHun BPKT B moBcegHeBHON mpakTuke, TpeOyeT OLEHKH
g depeHInanTbHO-IMarHOCTHYECKUX MPU3HAKOB Pa3HBIX THIIOB KHUCT, YTO BAXKHO JIJISI

TAaKTUKH BCACHUA OOJIBHEIX U HYXKIaCTCAd B U3YYCHHH.
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['JTIABA 2. OBIIIAA XAPAKTEPUCTUKA MATEPUAJIA. METOIUKA U
TEXHUKA UCCIIEJJOBAHUA

2.1 O01as xapakTepUuCcTUKA KIMHUYECKUX HAOTIOIEHUI

C 2005 mo 2017 r. 8 HUU unHTEpCTHIMATBHBIX U OppaHHBIX 3a00I€BaHHMA JTETKUX
[ICIIOI'MY um. akan. W.II. IlaBnoBa HaOmromamuchk 83 6oabHBIX JIAM, MMeErommx
TUCTOJIOTUYECKOE U UMMYHOTHCTOXMMHUYECKOE MOATBEpKAeHUE 3a0oneBanus. CpenHuii

BO3pacT 001bHBIX cocTaBisut 42,2+6,3 rona (x/m — 83/0) (Tabnumna 1).

Tabnuua 1. — @opmbl 3a001€BaHUs Y MAKUEHTOB ¢ TUM(DAHTHOICHOMUOMATO3M

JIETKUX
Yucno 00bHBIX
dopma 3ab6oneBanust JIAM
Ao0c. 4. %
Juddyznas 64 77,1
[lepBas rpynra - €IMHUYHBIE KUCTHI 11 13,3
Bropas rpynna - MHOKECTBEHHBIE KPYITHBIE KUCTHI 14 16,8
TpeTbs rpyInmna - MHOXECTBEHHBIE MEJIKUE KUCTBI 39 47,0
CwmelnranHas 4 4,8
V3noBas 15 18,1
Bcero 83 100%

Takum o6pa3zoM, Hambosiee yacTo Bcrpeuanack auddysHas dopma JIAM, dyto
COOTBETCTBYET JIUTEPATYPHBIM JIAHHBIM.

KowmmnekcHoe oOcnenoBaHue OOJBHBIX BKIIOYATIO KIMHAYECKHE U JIyYEBBIC
METO/IbI UCCIIeIOBaHMS: peHTreHorpadusi OpraHoB IPYIHON KJIETKHU B ABYX MPOCKIIMIX,
KT, Beicokopaspematomas KT, ODIKT. Ilpu neoOxoaumocTtu BbinoiHsauch: KT-
auruorpadus y 43 6onpnbix, [I19T-KT — y 7 mauuentoB. [lanpentam Takxke OBLIO
BBITIOJTHEHO  KOMIUIEKCHOE  HCCIIeIoBaHME (YHKIMM  BHEIIHEro  JIbIXaHUd W
sxokapauorpadus. Bce mnamueHnTsl HaOMIOgANHCh B AMHAMUKE (IUIMTEIBHOCTH

HaOmoenus 6,1+4,2 roga) (tabamiia 2).
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Tabnuma 2. — MeToapl JTy4eBBIX HCCIEAOBAHUN y MAlMEHTOB C JUMQaHTHO-

JICHOMHOMATO3M JIETKHUX

Meron Yucno % Kparnocts | YHCIIO BBITOJHEHHBIX
JTy4YeBbIX UCCIEAOBaHUN | OOJIBHBIX BBITIOJIHEHHUS UCCJIeI0BAHUM

PI 83 100 4,7 390
KT 83 100 5,6 464
BPKT 83 100 5,6 464
OyunkiuoHanbHas BPKT 67 80, 7 3,2 214
KT-auruorpadus 43 48, 2 2,5 107
ODOKT 24 28,9 3,3 79

19T 4 4,8 1 4

Takum 06pazom, OOJNBIIMHCTBO UCCIAEAOBAHUH OBLIIO BBHIIOJIHEHO Y NAIMEHTOB 110
HECKOJIBKO pa3, 4YTo ObLJI0 O0O0YCIOBIEHO BOJHOOOpPA3HBIM TEUEHHUEM Ipolecca,
000CTPEHUSIMHU 1 HEOOXOIMMOCTHIO UCKIIIOUEHUSI KOMOPOUIHOM MAaTONOTHH.

Bcem nanuenTtkam u3 nepsoit rpynmsl nposoauiock KT, nononnennas BPKT, B
toM uucine KT B nunamuke, 5 nanuentkam ¢yHkuuoHanbHoe KT-uccrnenosanue,
O®OKT — 3 mnamuentkam. Bcem OonbHBIM BTOpoM rpynmnbl npoBoguioch KT
uccinenopanre, BPKT wu KT-xkonTponas B jauHamuke, QyHkuuoHanbHoe KT-
uccienoBanne BeIMoaHsIoch 10 nmanuentkam, KT-anrunorpadus — 9 6ompabiM, ODIKT
— 7 nanuentkaM. IlanmenTkam u3 tpetben rpymnmsl B 100% ciryyaeB BoinonHsanocs KT-
uccinenosanne, BPKT, KT-koutpons B aunamuke, KT-anrmorpadus — 22 O0NbHBIM,
O®OKT - 14 namuentkaM. Becem marnueHTKaMm ¢ y3ioBod ¢opmoit BeimonHsock KT,
nonosneHHoe BPKT npu nepBom Busute, npu noBTopHoM Busute BPKT BeimosHsuI0CH
9 mammentkaMm, KT ¢ ¢yHKIMOHATBHBIME TIPOOAMU BBITIONHSIIOCH S5 manuenTkam, KT-
auruorpaduss - 8 OonbHBIM. Bcem marmumeHTkaM co cMemaHHoW (Gopmoit  ObLIO
nposeneHo KT, BPKT, nBym OonbHbiM BeimonHeHa KT-anruorpadus. I[I9T-KT
BBITIOJTHSJIOCH OOJIBHBIM C Y3JIOBOM M CMEIIaHHOHN (hopMaMu 3a00JIEBaHMS.

B rpynny auddepeHiumaibHoi IMArHOCTUKK OBLIO BKIIOYEHO 29 OOJIBHBIX

MOJIOJIBIX KEHIIMHBI, Yy KOTOPBIX TMAaTOJIOTUYECKUN mpouecc MaHudecTupoBal
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ITHEBMOTOPAKCOM, IIEBPAIBHBIM BBITIOTOM, oAblIKOW. IIpm mposemenun KT y stmx
NAUUECHTOK  BBISBIBUINCh KUCThl, HWHTEPCTUIMAIbHBIE WM3MEHEHUS B  JIETKUX,
MMHEBMOTOpPAKC, IUIEBPUT, YTO TpeboBajo mpoBeacHus  auddepeHnnanibHoMu
TMarHoCTUKH ¢ JIAM.

OCHOBHYI0 YacCTh MAIIMEHTOB COCTABJISUIM KEHIIUHBI ¢ Oysuie3HOM aMmbu3zemoii (y
11 GombubIX), TUcTHONMTO3 X Jerkux (['X) Obut BoIsIBICH Y 8 OOJMBHBIX, MOCICACTBUS
nepeHeceHHoi Oponxoserounoit mucmazuu (BJI]) — y 2 mammeHTOK, mocienacTBus
nepeHeceHHoi nmHeBMoLUCTHOU mHeBMOHUU (I1IT) — y 3 OonbHBIX, peKre MopaKeHUs
ObUIM TMOATBEPXKACHBI y & MNAalUMEHTOB (KUCTO3HBbIE MeTacTa3bl — y 2 OOJIbHBIX,
auMmonuTapHas ~— UHTEpPCTHLMAIbHAs ~ THEBMOHUS — y 2 TMalMeHTOB,
IJIeBpONapeHXuManbHbId (prOposnacto3 —y 1 OonbHOM) (Tabnuua 3). CpenHuii Bo3pact

6oapHBIX cocTaBisut 34,2+10,3 roga (5x/m — 29/0).

Tabnuua 3. — Kucto3Hsle IpoLecchl B JIETKUX APYTroi 3THOIOTUU

Hozonorus Yucnao 60abHBIX %
bynnesnas smpuzema 11 37,9
T'uctuonmros X Jerkux 8 27,5
bpouxonerouynas nucruiasus 2 6,8
[IaeBMonicTHAsI THEBMOHUSA 3 10,3
JIumdonuTapHasi THEBMOHUS 2 6,8
[IneBponapenxumanbHbIid prOpo3IacTO3 1 3,4
Kucro3nas ¢popma meracras3on 2 6,8
Bcero 29 100%

Takum oOpa3om, Hambosiee yacThie TPynnbl AU GEepeHITUATBHON AUATHOCTUKA
NPEACTaBIUIM MalMeHThl ¢ OyJie3HOW 3M(PU3EeMOM U TUCTUOIMTO30M X, HUMEIOLIUE

CXO0KHC KIIMHUKO-PCHTI'CHOJIOTHUYCCKUC ITPOABICHHA.
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2.2 MeTroayKa U TEXHHKA PEHTT€HOJIOTUYECKOr0 HUCCIIECIOBAHUSA

[Ipu BBIMOJHEHUH peUTreHoropaduu y MAIMEHTOB C HWHTEPCTULHMAIBHBIMU
3a00/1€BaHUSIMA BO3MOKHO  BBISIBUTH IMATOJIOTMYECKHUE W3MEHEHHUS, OICHUTh WX
pacnpoCTpaHEHHOCTh M B PsIie CIIy4aeB 3arloJ03pUTh XapakTep MNaTOJIOTUYECKOIo
nporecca.

OnHako KJIACCHMYECKOE PEHTTEHOJIOTHMYECKOE HCCIEOBAHUE HE JAET IOJIHOTO
IPEICTaBICHUS O PacHpOCTPAaHEHHOCTH Mpolecca, MPUCOECAUHEHUU KOMOPOUIHOMN
NaTOJIOTUH, PAa3BUTHUU OCJIOKHEHUM, a TaKkKe HE MO3BOJSIET YBEPEHHO MPOBECTH
muddepeHnnanbHy0 JUarHOCTUKY € APYTHUMH IUCCEMUHUPOBAHHBIMU 3a00JIEBaHUSIMU
JIETKHUX.

CraHgapTHOE PEHTICHOJOTUYECKOe HccleoBaHue (peHTreHorpadus opraHoB
IPYJHON KIJIETKM B JBYX IMPOCKIMAX) BBINOJHSIM Ha anmapartax “Diagnost-567,
”Optimus”  (I'epmanusi) ¢upmbl  “Phillips” B BBICOKOBOJIBTHOM pEXHUME MpH
Hanpspkenun 100 - 130 kB, cune Toka 400 MA, sxcno3uruu - 0,04 - 0,10 cek, npu
dbokycHoMm paccrosauu 150 cm. Takue yciaoBus TMO3BOJISUIM IMOBBICUTh Kau€CTBO
PEHTIEHOTPAMM U BBISIBUTh MHTEPCTULIMAIBHBIE U3MEHEHUs B JIETOYHOW TKaHW. [Ipu

ATOM JIyueBasi Harpy3ka, rnojaydaemasi 00JbHbIM, cocTaBisiia 0,9+0,05 m3B.

2.3 PeHTreHOBCKas KOMIIBIOTCPHAasi TOMOFDad)I/IH OpPraHoOB I'PYJHOM KJIETKHU

KommberoTeprass Ttommorpadust  SBISETCS  OKCIEPTHBIM — METOJIOM  JJIst
JMArHOCTUKH, NTU(depeHInanbHON TUAarHOCTUKH, ONPEeTIeHUs] PACIpPOCTPAHEHHOCTH
MPOIIECCa, BBISIBJICHUS OCJIOKHEHHM OCHOBHOTO 3a00JI€BaHUSI U TPUCOCAUHEHUS
KoMOpOuHOM martosioruu. lIpruMeHeHue BBICOKOPA3PEIIAIONICH KOMIBIOTEPHON
TomMorpaduu, KOTOpasi MO3BOJIAET UCCIIENOBATh CTPYKTYPHBbIE M3MEHEHHUS HAa ypOBHE
BTOPHYHOMN JIETOYHON MTOJIBKH, 00S3aTeNbHO MPU TOO3PEHUU HA MYJIHTHKHACTO3HBIN
mpoliecc B JIeTO4YHOM TKaHu. Breimonnenune dynkuuonansHot KT mokazano mpu

HaJIMYMe KPYMHBIX KHUCT B JIETOYHOM mNapeHxume (auamerpom Oosiee lcm) uist
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BeIsiBNieHUsT KT-mpu3HakoB WX TapagoKCaTbHON BEHTWISIIIMH, YTO TOBBINIACT PHCK
Pa3BUTHSI THEBMOTOPAKCOB Y MALMEHTOB.

Jlist ompeneneHusT pacipoCTPaHEHHOCTH Iporecca (BBISABICHUS BHEOPTaHHBIX
3a0pIOMIMHHBIX HOBOOOpa30BaHUM, a0JOMHHAIBLHON M Ta30BOM JauM(dOaICHONIATHH,
NOPaXXEHUs TMapEHXMMATO3HBIX OpraHoB OpPIOLIHOM  MOJOCTH, 3a0PIOIIMHHOTO
MPOCTPAHCTBA W Majoro Ta3a) HeoOxommmo BeimosHeHne KT-mcciemoBanue opraHoB
OpIOIIHON TMOJOCTH, 3a0PIOMIMHHOTO TPOCTPAHCTBA M MAaJoOro Ta3a B YCIOBHUSAX
BHYTPHBEHHOTO KOHTPACTHPOBAHUSI.

[Ipn momo3peHNM HAa MPUCOCIUHEHHE KOMOPOWIIHBIX IPOIECCOB COCYIUCTOMN
stuosiorun (TDJIA, TpoMOGo3 in situ, jerouynoe kKpoBoTedeHue) mpoBoauiack KT
aHTHorpaduu, IS BBISABICHUS BHYTPHUIIPOCBETHBIX W MPHCTCHOYHBIX TPOMOOB,
AKTpaBa3allM KoHTpacTHoro nmnpemnapara, u O®OKT, mus oueHKH NopaxeHus
MUKPOLUPKYJISITOPHOTO pycia.

Komnerorepao-ToMorpaduieckoe ucciaenoBaHue OOJIBHBIX OCYIIECTBISUIOCH Ha
MYJIbTUCTIMPATIbHBIX PEHTICHOBCKUX KOMITBIOTEPHBIX ToMorpadax: Asteion ¢upmbl
«Toshibay» (Anonust), Bright Speed ¢pupmbl «General Electricy (CIIA), Optima 660
«General Electric» (CILIA).

CranmapTHOE HCCIIEIOBAHUE BBIMOIHIOCH B TOJIOKEHUH OOJBHOTO Jnéxka Ha
CIIMHE TPH 3aJEp’KKEe NbIXaHWsS Ha TIyOOKOM BIIOXE, YTO IO3BOJISIIO JTOCTOBEPHO
OIICHUTH JJIEMEHTHI JIETOYHOTO PHUCYHKA M BO3AYIIHOCTh JNEroyHo TKaHu. [lpum
HATUBHOM HCCJICIOBAHUH TPYTHOM KJICTKH MapaMeTpbl CKAaHUPOBAHUS: TOJIIMHA Cpe3a
SMM, ¢ BOBMOKHOCTBIO PEKOHCTPYHPOBaHUSI TOHKUX cpe3oB (0,625mmMm, 1,25MM), Bpemst
Bpanienus Tpyoku 0,8 cek, cooTHomeHue mar/ckopocts 0,984:1 mm/06 (pitch 39,37).

Jns aHanmu3a W300paK€HUS HCIONB30BAIMCH JIETOYHOE DJIEKTPOHHOE OKHO
(ypoBenp/mmpunHa) —600/1200 HU, koctHOE 31ekTpoHHOEe okHO +200/2500 HU, mus
U3YYEHUS CPEOCTEHHS — MATKOTKaHOE 3JIEKTPOHHOE OKHO (ypoBeHb/npuHa) +40/350
HU. BpInonHsAnoCch CKAaHUPOBAHUE OT BEPXYULIEK JIETKUX J0 33JHUX OTAEIOB peOepHO-
nuadparMabHBIX CHHYCOB.

VccnenoBanne OpraHoB TPYAHOW KJICTKM HAa COBPEMEHHOM CIIHPATLHOM

KOMIIBIOTEPHOM TOMorpade — 3To ObIcTpas mpolieaypa, BO BpeMsi KOTOPOW BO3MOKHA
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BU3yaJIM3allvsl U3MEHEHUN 1aK€ y MAalMEHTOB, HAXOMAIIMXCS B TSKEIIOM COCTOSTHUU U
IJI0XO0 3aJE€P/KUBAIOIINX JIbIXaHUE. BhICTpOTa CKaHUPOBAHUS MO3BOJISET UCIOJIb30BAThH
HEOOJIBIIIYIO TOJIIUMHY cpe3a (2 - 5 MM), Ucclielyss MHTepecyrollyo obnacte 3a 5-10
cekyHl. B mocnenyromeM BO3MOKHO BBIIOJHEHHE MOCTIPOLIECCUHIOBON 00paboTKU
«CBIPBIX» JIAHHBIX C TIOJIYyYEHUEM TOHKOCPE30BBIX PEKOHCTPYKIMH C aHaJIu30M
M300paKEeHHsI B JIETOYHOM, MATKOTKAHOM M KOCTHOM 3JIEKTPOHHBIX OKHaX, YTO CHUYKAET
Jy4YEBYIO Harpy3Ky Ha MaleHTa.

[Ipn uccnenoBaHMK OpPraHOB TPYAHOM IMOJOCTH y MALMEHTOB C MOAO3PEHUEM,
win BepuuuupoBanubiM guarnozom JIAM, KT-uccinemoBanue mpoBOAMIOCH IO
CTaHJAPTHOMY QJITOPUTMYy OT BEpXyIIEK JErKUX A0 IuadparmMbl ¢ JOMOJIHUTEIbHBIM
npumeHenueM wmetonukn BPKT Ha  ypoBHsSIX HauOousbliel  BBIPa)KEHHOCTH
narojioruyeckoro npouecca. [lapamerpsl ckanupoBanus 11 BPKT: tun ckanupoBanus
— TIOIIIaroBoe, BpeMs BpalieHus Tpyoku — 1 cek, cuina Toka 380 mA, mar — 10 mm.

OynkunoHanbHas KT  BeImonHsmacek npu  moiaHOM  Bbigoxe.  Ilapamerpsr
CKaHUPOBaHUs MpH npoBeaeHnn pyuknronansHoi KT 6bim ananornunsiMu BPKT.

[TpoBenennn KT-anruorpaguu mo3possiiio BU3yaIU3UPOBATh COCYJIbI OOJIBLIOTO
U MaJIOTo Kpyra kpoBooOpateHus. [Ipu noo3peHnn Ha HopakxeHue CUCTEMbI JIETOUHOM
aprepun ckanupoBanue npu KT-anruorpaduueckom wucciieqoBaHUU MPOBOJIUIIOCH B
KayJOKpaHUAIbHOM HANpaBICHUH [UIsI YMEHBIICHUA apTe(pakTOB OT JBHKCHUS
IPYAHOM KJIETKM (IpH TSKEIOM COCTOSIHUM IAMEHTa) M OT HWHTEHCUBHO
KOHTPacTUPYIOLLEHCA BEpXHEN MO0 BEHbI. 30HA UCCIEI0BAHMS BKIIIOUaia 00J1acTh OT
BEPXYLIEK JIETKUX 10 peOepHO-AradparMaibHbIX CUHYCOB. [lapameTpbl ckaHUpOBAHMS:
tommuHa cpeza 1,25 wmm, Bpems BpamieHuss TpyOku 0,5 cek,  COOTHOIIEHHE
mar/ckopocth 0,984:1mMm/00 (pitch 39,37).

Bo Bpems ckaHMpOBaHHs 4Yepe3 BEHO3HBIM JOCTYIl BBOAMJIOCH KOHTPACTHOE
BEIECTBO (HEMOHHBIE HOAOCOEpKalue KOHTPACTHBIE npernapaTel B 00beMe 100Ma co
ckopocThio BBeneHust 3,5-4,0 mu/cex). Ilpu »TOM, Bpemsi 3alepKKH CKaHUPOBAHUSA
(Bpems OT Havajla BBEJEHHUSI KOHTPACTHOIO IIpenapara /10 Hayala CKaHUPOBaHUs, Korja
OOJIOC KOHTPACTHOIO BEIIECTBA MPOXOAMJI MO HHTEPECYIOUIET0 HCCIIEeI0BATENS

cocyJlaM) MOIJIO pacCYUTBIBATHCS SMIIMPUYECKH, JIMOO C TOMOLIBIO IPOrpaMMBbI «Sure-
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starty» (mst ammapata Toshiba) m «Bolus trackingy (mns GE), ¢ aBTOMarmueckum
HAYaJIOM CKaHHWPOBAHUS MPU AOCTHKEHUU HEOOXOJIMMOM CTENEHH KOHTPACTUPOBAHUS
uHTepecytomiero cocyna (+100HU).

Pa3paboTanHblil AMATHOCTUYECKUN alTOPUTM CIIOCOOCTBOBAJI BBISIBJICHUIO KUCT B
JIETOYHOM TapeHXUME, OINpENEICHUH MPU3HAKOB CHCTEMHOCTHM IIpolecca C
HKCTPATOPAKAIBHBIM  PAcCHpOCTPAHCHUEM, BU3yaJM3allMd  IUJIEBPAJbHBIX U
a0/IOMUHANBHBIX ~ OCJIOKHEHUW  OCHOBHOTO  3a00JieBaHUS, HM3MEHECHHHA  TIPHU
JTUHAMHYECKOM HaOJI0ICHUU TAlIMEHTOB, B TOM YKclie Ha ()OHE ATUONATOr€HETUYECKOM
TEpanuu, a TakKe NPHUCOCTUHEHWE KOMOPOWIHOW MAaTONOTHH (CIeU(PUIeCKuX u

HCCHCHH(i)quCKI/IX BOCITAJIMTCIIBHBIX U COCYAUCTHIX HpOHﬁCCOB).

2. MGTOI[I/IKa H TCXHHUKA PAJUMOHYKINAHOT'O UCCICAOBAHUA

OnpeneneHue  BOBJICUEHHS B MPOLECC  MHUKPOUUPKYJIATOPHOTO  pycia
OCYHIECTBIISUIOCH MeTooM nepdy3uonnot cuuHTUrpadun ¢ Tc-99m-mukpochepamu
(Maxkpotex, Poccust) Ha ramma-kamepe «Sigma — 410 Sy, conpspxkennoit ¢ 9BM (CIHIA,
['epmanus) 1 Ha AByXJeTeKTOpHOM ramma-kamepe «Phillips — Forte 2005» (CIIIA).

CyTh METOJIMKM 3aKJII0OYAETCS BO BHYTPUBEHHOM BBEACHUHM 3MOOIH3UPYIOIIETO
paguodapMIipeniapata B BHJIE MaKpOarperaroB, MEYEHHBIX TraMMa-u3Jydarolnium
panuonykinuaoM. [lpu 3TOM BHU3yallM3upOBAIOCh MUKPOLUPKYJISITOPHOE PYCIIO JIETKUX
3a CUeT BPEMEHHOM AMOO0JIM3ALNK KAMWIISIPOB MAJIOTO Kpyra KpOBOOOpaIlleHHUS.

PanvoHyknuaHOEe HCCIIEIOBAHUE JIETKUX OCYILIECTBISUIOCh MO CHEIUaIbHbIM
METO/IMKaM, pa3paboTaHHBIM Ha Kadeape peHTreHOJOTUH U PaJuallMOHHON MEIUIIUHbI
[TepBoro Cankt-IleTepOyprckoro rocy/1apcTBEHHOTO YHUBEPCUTETAa UMEHH aKaJleMHUKa
W.I1. IlaBnoBa, KOTOpHIE 3aIIUIICHBI OXPAHOCIIOCOOHOW ITOKYMEHTAIlMel (aBTOpPCKOE
cBuzeTenbcTBO Ne 1425894, paunpennoxenue Ne 903).

P®II BBommiics B no3e 1,0-1,5 mbk Ha 1 kr Beca ucciaeayeMoro, mociie 4ero
OCYIIECTBIISUTH TOJIUMO3UIIMOHHYI0 ciuHTUTpaduio ¢ Hadopom 300 000 - 500 000

HNMITYJIbCOB Ha KAXXAYIO CHUHTUT'PAMMY.
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AHanu3 CIMHTUIPaMM IPOU3BOJMJIICSA BU3YyallbHO, IyTEM OLIEHKH pacipeieseHus
paanodapmripernapata U ¢ MOMOIIbIO KOMIBIOTEPHOM 0OpabOTKH C UCIMOJIb30BAaHUEM
CIICLIMAJIBHBIX MPOrpaMM € TOJyYEHHEM YHCJIOBBIX 3HaueHuU mnepdy3uu B
uccienyeMbix 30Hax. Cremenbp TsbkecTH AUGEOY3HBIX pacCTpOHCTB  mepdy3uu
OLIEHMBAJIACh B IIPOLIEHTAX, IpU HOpME, ITpuHATOoU 3a 100%.

[Ipn nepdysmonHsix HapyweHusx B npenenax 70-90% oT HOKHONW HOPMBI
CTaBWJIACh JIETKas CTENEHb HapyILIEHWM, paccTpoicTBa, coctaBisBmue 50-70 % ot
HOPMBbI — CPEJIHASI CTeNeHb TsxKeCTH, S0 % U MeHbIIe OT JOJKHOW HOPMBI — TsDKemas
CTENEHb PACCTPOMCTBA NEPPY3UN.

Takum  oOpa3oM, TMpUMEHEHHE CHUHTUTpadUuu  TO3BOJMIO  MOJYYUTh
KOJIMYECTBEHHbIE TMOKA3aTeIu MOPAKEHUS] MUKPOLUUPKYJISITOPHOTO pyciia JIETOYHON
TKaHW, a TaKXe OICHUTh AWHAMHUKY TIpollecca MpU JUTUTEIBHOM HAOII0EHUN
nanueHToB. Takxke npuMeHeHHe CUMHTUrpaduy MOMOTJIO B OIEHKE MPOTHO3a TEYCHUS

3a00JyIeBaHus y MALMEHTOB C pa3InuHbIMK rpynnamu nuddys3noit popmer JTIAM.

2.5 CoBMellleHHas METOAUKA OTHOMOTOHHON YMUCCHOHHON KOMITBIOTEPHOMN

TOMOTrpadru U KOMIIBIOTEPHOU TOMOTpaduu

Meroanka ocHOBaHa Ha m3o0pereHuu: 3asBka Ne 2007147312, ot 18.12.07 Ha
nzooperenne «Croco0 COBMEIICHHUSI CPE30B MYJIbTUCIUPAIBHOW KOMIBIOTEPHON
tomorpapun (MCKT) u ogHOPOTOHHON SMHCCHOHHON KOMIBIOTEPHON ToMorpaduu
(OD3KT) nerkux», aBTopbl: AMocoB Bukrop MBaHOBMY M Ap., pEIIEHHE O BbIIaye
nareHta Ha uzooperenue ot 07.10.2008r.

CymHocTtb M300peTeHHUs 3aKJII0YaeTCs B COBMEIICHHE Cpe30B
MYJIBTHCTIHPATLHON KOMIBIOTEpHON ToMorpaduu U OAHO(DOTOHHOM SMHCCHOHHOMN
KOMITBIOTEPHOU TOMOTpaduu JETKHX.

HccnenoBanre BBINOJMHSJIOCH B JIBa dTama: OAWMH M3 HUX — HA ramMma-Kamepe,
JPyroi — Ha CIUpaJbHOM KOMIIBIOTEpHOM ToMorpade. Pa3Huiia B mociea0BaTeIbHOCTH

BBIIIOJIHCHHA J3TAIlOB HC IMPHHIOUIINAJIbHA. OTO SBISCTCA BaKHBIM MMpCUMYIICCTBOM



48

IpeajaraeMoro crnocoda Tak Kak HMHOIZAA JUIsl PELIEeHUs JUAarHOCTUYECKOM 3aJlauu
JOCTATOYHO BBIIIOJHEHHUS OJTHOTO U3 UCCIEAOBAHUM.

Ha nepBom stane 6oiabHOMY BbINONHUIM ODPIKT Ha nByXAeTEeKTOpHOM ramma-
kamepe «Phillips Forte 2005» (CIIIA). Baytpusenno BBojuiau POII, nmpeacrasstoniuit
co0olf  KpymHble OCJIKOBbIE YAaCTHI[bl, MEYEHHBIE PAAUOHYKIUIOM (ramma-
u3lly4yaTeiaeM), KOTOpbI€  BBI3bIBAIM  BPEMEHHYIO  3MOOJU3AIMI0  apTEepUOJIO-
KanWUIIpHOTo pycna jerkux B no3e 1,0-1,5 Mbk na 1 kr Beca tena uccnemxyemoro. Jiis
nocienyronieit cunxponusaruu n3odpaxkenuss OOIKT u MCKT na obnacte cpenneit
TPETHU KIIIOUUIHl ycTaHaBauBaiu (2 Mbk Tc-99m) paaroakTHBHYIO METKY.

HccnenoBanune HaunHamu cpaszy nocie uabekiuu POII. [TanuenTta obcnenoBanu
B MOJIOKEHUU Jiexka B pexxume Total Body (HempepbiBHOE CKaHMpPOBAHHME YaCTH Tela
win Bcero tena) B TteyeHue 10-12 munyT mo nporpamme Lung Spect B mosoxeHuu
nerekTopoB 180 rpamycoB, opOuta sumnTudeckas, 32 azumyrta, 40 ceKyHa Ha yToJ.
O06paboTka ncciaenoBaHusi ObLIM BO3MOKHA C MPOU3BOJIBHBIM Pa3MELICHHUEM CIIOEB OT
0,5 no 2, Ocm, ¢ UCTIONB30BaHUEM BBhICOKOYACTOTHOTO (hunbTpa Furye tpanchopmaruu
no Meroay Henning wnu Batterword. [IByXZeTeKTOpHOE CKaHHUPOBAHHE MO3BOJISIIO
MOJIYYUTh TOCIOWHOE TOJIUMO3UIIMOHHOE HW300pKEHUE JIETKUX Ha MPOJOJIbHBIX,
OOKOBBIX M TOMEPEUYHBIX Cpe3ax C MOCIEAYIOUIe PEeKOHCTPYKIMEH TPEeXMEpHOro
M300paKEHU.

Ha Btropom »stane BbimonHsaun MCKT Ha kommbroTepHOM 4-X Cpe30BOM
tomorpage «Asteion» @upmbl «Toshiba» (SAnonus). Ilanuenta wuccnenoBanu B
MOJIOKEHHUH JieXKa C PyKaMH 3a rojoBoil 0e3 HakiioHa ['eHTpu B KpaHHMOKaydaJbHOM
HaIpaBIICHUU C 3aJepKKOW JBbIXaHUsS Ha CHOKOMHOM BAoxe. HampsikxeHue cocTaBisiiio
120 kBT, sxcnio3unus ogHoro cpeza 90 mAc, mar cnupanu (pitch) 3,5, Tonamuna cpesa
0,5 cM, UHKPEMEHT PEKOHCTPYKIIUU 3 MM.

Ha Tperbem sTame BBINOJHSIN COBMEIIEHHE KOMITBIOTEPHO-TOMOTpaduYECKUX
ckaHoB MCKT u O®DOKT na paboueii ctaHmum ramma-kamepsl. s Toro, 4toObl
Han0oJiee TOYHO COBMECTUTHh MOJYYEHHBIE MAaTPHUIbl CPE30B MPHU MPOBEIACHUHU ABYX
paszHbix MeTo0B (pentreHosorndeckoro — MCKT u paguonoruyeckoro — OO®IKT) ux

HEO0OXO0IMMO OBLJIO TPUBECTH K OJUHAKOBOMN pa3MepHOCTH 256 x 256, 00yCIOBICHHOM
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IpPOrpaMMHBIM  OO€clieYeHueM TraMMa-kamepbl. [[ByXxmepHble MaTpulbl CpE30B,
MOJIy4YaeMble B KOPOHAJIBHON M CaruTTaJbHOW MPOEKIUAX, COBMEIIAIN JIPYT C IPYTOM
OTHOCUTEIBHO PACHOJIOKEHHUSI PAAUOAKTHUBHOM METKM Ha CpE3€ CpEeIHEU TpeTH
KIIOYUIIBI Ha KOMIbIOTepHOM ToMorpade. Ilpu coBmemieHMM KOPOHAIBHBIX U
CaruTTaJbHBIX CPE30B AKCHAJbHBIE CPE3bl ABTOMATHUYECKH COBMELIAIHUCH. Y POBEHB
MOJIYYEHHBIX CPE30B OMpeAesuics coBMenieHueM paanoakTuBHoil MeTku Ha ODIKT u
cpeaneit Tpetu kiounipl Ha MCKT. B nanbHeinieM, U3 NoJy4eHHbIX MaTPUIL] CPE30B
kak Ha MCKT, tak u Ha O®DKT crTpoutcss TpexmepHOe H300paKEHUE JIETKUX.
[Tonryuennsie TpexmepHble n3oopaxkenus jierkux Ha OO®OKT u MCKT coBMmemanuce.
Ha coBmenieHHOM M300pa)K€HUH KOPOHAIBHBIX, CATUTTAIBHBIX M aKCHAJIBHBIX CPE30B
JIETKUX MOJydaiu M300pakeHHe 30H C HapyIIEHHBIM KPOBOTOKOM B COIOCTaBJICHUU C

U3MEHCHUSIMHU JIETOUYHOM IMapCHXHMBI.

2.6 CoBMeIlEHHAS ITO3UTPOHHO-IMUCCUOHHAS U KOMITLIOTEPpHAS TOMOrpadus

CoBMmereHHass TMO3UTPOHHO-OIMUCCHOHHAsT W KOMIBIOTEpHasi Tomorpadus
(IT9T-KT) mpoBoaunuck Ha koMmOuHupoBanHOM MeauimHckoM [I9T-KT Discovery ST
16 upmer «GE» (CLLA). MccnenoBanus BBITIOIHAIOCH TOJIBKO MAaIIMEHTaM, Y KOTOPBIX
BO3HHUKAIHM TpoOiemMbl AuddepeHaaIbHO TUarHOCTUKN y370Bo (opmer JIAM ¢
OHKOJIOTUYECKMMU TipolieccaMu. MccnenoBaHue Ha3HA4YaloCh IOCIE MPOXOXKACHUS
OTOOpPOYHONM KOMMCCUHM TaK, Kak IojJydaemasi MpH HCCIEIOBaHUM JydyeBas Harpyska
ObLIa 3HAYNTEILHOM U cocTaBisiia 14,4 £2.4 m3B.

[To3uTpOHHO-3MHUCCUOHHAsT W  KOMIbIOTEpHass Tomorpadus MPOBOJAUIUCH
HATOILIAaK, B YCJIOBHIX MOBBIIIEHHON ruapaTanuu (BogHas Harpy3ka coctasisiia S00 mi
(U3HOTOTUYECKOTO PAacTBOPa, BBEICHHOTO BHYTPUBEHHO TEpE]] MCCIEAOBAHUEM). DTU
MEpbl  CIOCOOCTBOBAJIM  HCKIIOYEHHIO  JIOKHOIOJIOKHUTENBHBIX  PE3yJbTaTOB
MeTa00IM3Ma TII0KO3bl TPU TPOBEACHUN UCCIICIOBAHMS.

3a 60- 90 MuUHYT A0 MpPOBENECHUS CKAaHUPOBAHHUS (B 3aBUCHMOCTH OT BO3pacTa
00JbHOr0) mManueHTy BHyTpuBeHHO BBojuicsa PDII (18-dbropaesokcurimtokoza — 18F-

®JII'), mo3a KOTOPOTrO paccUMThIBAIacCh MCXOAS M3 IUIOUIAJAM IOBEPXHOCTH Teia
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nanuenTa (122 MBk na 1 m2). Ilpu 3Tom n03a BBOJMMOrO mpenapara kosuedaiach OT
370 no 400 MBk.

WccnenoBanust  BBINOJHSUIMCH — MOCTEAOBATENIBHO: CHAauyaja KOMIIbIOTEPHO-
ToMorpaduyeckas  4YacTh  HMCCJIEOBAaHUS, IOTOM  IO3UTPOHHO-IMHUCCHOHHAS
tomorpadus. [Tapamerpsl ckanupoBanus rpu KT ObUTn cTaHAAPTHBIMU: TOJIIIMHA Cpe3a
SMM C BO3MOXHOCTBIO BBHITIOJIHCHUS TIOCTIIPOIIECCHHTOBON 00paboTku, pitch 0,984 : 1
(39,37), npu cuie Toka 100-350 MA, Bpemenu potaruu Tpyoku 0,8 cek.

[To3utpoHHO-3MUCCHOHHAsE TOMOTpadusi TaKKe BBIMNOJHAJIOCH MO CTAHJAPTHOM
METOJIMKE: CKaHUPOBAHHE OCYIIECTBISLIOCH B pexxuMe « Whole body». Mcnonbs3oBanocs
CTaHJapTHOE BpeMs npoBeneHus uccienoBanusi 1 3oubl (bed), koTopoe 3anumano 3
MunyThl. [Ipn uccnenoBanuu B pexxume « Whole body» Bemomnusnocs ot 7 1o 10 «bed»
(21-30 munyt). HMccnemoBaHue BBINOJHSUIOCH Y MMAIMEHTOB IPU TOPU30OHTAJIbHOM
MOJIOXKEHUM Ha CchuHe, O0e3 3aJepKKU JbIxaHus. Vcnonp3oBalics MPOTOKOI
PEKOHCTPYKIMU u300paxkeHus: 3D (Mo3BOSIIOMIMKA TPOBECTU 00Jie€ UYBCTBUTEIIbHBIM
aHaJIU3 KOJIMYECTBA UMITYJILCOB).

AHaJIN3 MOJYYEHHBIX JTaHHBIX MPOBOJUJICS PEHTTEHOJIOTOM (JIJI1 HHTEPIPUTAIIUU
pe3yIbTaTOB PEHTTEHOBCKON KOMIBIOTEPHOM TOMOTpaduu) v pagnuoioroM (sl OLICHKA
pe3yiabTaTOB MO3UTPOHHO-OMUCCUOHHOW KOMIIBIOTEpHON TOoMorpadguu). B mnepBom
clly4ae MpPOCMATPUBAINCHh M300pak€HHE B TPEX 3JEKTPOHHBIX OKHAX (MATKOTKAaHOM,
JIETOYHOM, KOCTHOM) C THOCHEAYIOIIUM IOCTpOeHHEM pedopMaluil H300pakeHus
(MPR, MIP, VRT). Bo BTOpoM city4ae, OIIEHUBAJICS] KaU€CTBEHHBIN U KOJIMYECTBEHHBIN
meTtabonu3m POII. [Ipu 3ToM ucnosib30Basics CTaHAAPTHBIN KO (DUIIMEHT HAKOIUIICHUS
P®II (SUV), koTopsIil 0TpakaeT UHTEHCUBHOCTh HAKOIIJICHUS B 30HAaX WHTEpeca.

[TockonbKy MccaeA0BaHUE BBIOJIHIOCH, HE MEHSS MOJO0KEHUS NalUeHTa, ObLIOo
BO3MOXKHO  BBIMIOJIHEHHE  TOYHOIO  CONOCTABJIEHUS  JAHHBIX  PEHTIE€HOBCKOM
KOMITBIOTEPHOW  TOMOrpauu ¥  TMO3UTPOHHOM SMHUCCUOHHON TomMorpadum ¢

UCII0JIb30BaHUEM ITporpamMmmsl «Fusiony.
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2.7 CTaTUCTUYECKHE METOJbI 00padOTKH MaTepuaja M DPAAUAIMOHHAL

0€30IaCHOCTD

Cratuctuueckyro  oOpaOOTKYy IOJIyYEHHBIX pE3yJbTaTOB MPOBOAMIU C
UCIIOJIb30BAaHUEM OOIIEYNOTPEOUTENBHBIX METOJIOB IMapaMETPUYECKON M HemapaMmeT-
PUYECKON CTaTUCTUKHU. BhIUMCIEHUS BBINOIHSINCH C UCIOIb30BAHUEM NIEPCOHAIBHOTO
KOMIIBIOTEpA M CTAHAAPTHBIX MAKETOB MPHUKIAJHOIO CTATUCTUYECKOrO aHalIu3a
(Statistica for Windows v. 6.0, Statgraphics v. 7.0 u ap.). Hcnons3oBanack
OmnMcaTeIbHass CTAaTUCTHKA, KAa4ECTBEHHBIM KOPPEIALMOHHBIM aHanu3 mno Ilupcony,
MHOT0(aKTOPHBIN aHAIM3 ¢ UCIOIb30BaHUeM nakeTa SPSS — 20.0., pacyeToM TOYHOTO
kputepuss duimepa (p) U NPUMEHEHHEM CTATUCTUKH MeHnaens-X3H3ens ¢ pacueToM
oTHomieHus: maHcoB (OR). Kpurnueckuidi ypoBEHb JIOCTOBEPHOCTH HYJIEBOM
CTATUCTUYECKOMN TUNoTe3bl (00 OTCYTCTBUU Pa3IWYUil U BIAUSHUN) NIPUHUMAIN PABHBIM
0,05.

Bce nmokazarenu cyMMHpOBaHbI B TaOJIUIIAX, a TAK)KE OTPAKEHBI HA CXeMaX.

[Ipu mpoBeneHNH JIy4eBbIX HUCCIECOBAaHUN Pa3IMYHBIM I'pynnaM OOJbHBIX BCEraa
HEOOXOJMMO YUYHUTBIBATh BOMPOCHI paguallMOHHON Oe3omacHocTH. Mcnoib30BaHHBIE
METO/IbI JTy4eBOW AMArHOCTUKH MMEIOT 3HAUUTEIBHYIO JIy4eBYIO Harpy3ky Ha OOJIbHBIX
Y BBINIOJIHEHUE UX TpeOyeT 000CHOBaHMUSL.

AHalu3 pe3yiabTaTOB OCYIIECTBISETCS HE MYyTEM BBIIIOJIHEHUS JTOMOJTHUTEIbHBIX
PEHTIEHOBCKUX CHUMKOB WM BBeleHusi n03 P®OII, a B pesynbprare yriyOoneHHOMN
anocTepruoOpHON 00pabOTKE CIIMHTUTPAMM U KOMIIBIOTEPHBIX TOMOTPAMM.

B cooTBercTBHM C CYIIECTBYIOIIMMH HOPMaMM paJualldMOHHON Oe30macHOCTH
nanuenta u nepconana (HPB-96, Canurapubie npaBuna u HopmatuBbel CanlluH
2.6.1.1192-03) u Meroguyeckumu pekomMeHauusaMu “KoHTpoJib U OrpaHUYEHUE 1103
o0JlydeHusT TAIMeHTOB TIPM PEHTTCHOJOTMYECKUX wuccieaoBanusax” (1998) Bce
oOcienoBaHHbIE OOJBHBIEC MOAMUCHIBATM UHPOPMUPOBAHHOE COTJIACHE HAa MPOBEICHHE
Jy4YEBBIX METOJIOB UCCIIEI0BAHHUS.

HampaBnenue nanueHTta Ha MEIUIUHCKHE PEHTICHOJOTHMYECKHE MPOLEAYPHI

OCYIICCTBJIAIOCH JICHAIIUM BpadoM I10 000CHOBAHHBIM KJIIMHHUYECKUM ITOKa3aHusM. I1o
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TpeOOBAaHMIO TAIMEHTA €My TPEIOCTaBIsIACh TOJHAS KIMHWYecKas wHbopmarus o0
OKMJIA€MOM WJIM O TOJYYEHHOM UM J103€ OOJIy4EHHS U O BO3MOXKHBIX IMOCIICACTBUSX.
[IpaBo Ha PUHSATHE PEIICHUS O MPUMEHEHUU PEHTIC€HOJOTMYECKUX MPOLEAYP B LEISIX
JTUArHOCTUKH MPEIOCTABISUIIOCH MAIMEHTY WU €r0 MPEICTaBUTENIO.

3HaueHHWE WHIMBUIYAIbHOW J03bI MallMeHTa (PUKCHUPOBAIOCH B JIMCTE ydeTa
JI030BBIX HAarpy30K IpH MPOBEICHUHN PEHTICHOJIOTHYECKUX UCCIEAOBAHUN U B KypHAaJe
ydeTa €XEOHEBHBIX PEHTICHOJOIMYECKUX HWCCIENOBaHMUM, MpH 3TOM T0J0Bast
sdpdexkTrBHAsS J03a HE JOJDKHA TPU MPOBEACHUM MNPOPUIAKTHUYECKUX JTyYEBBIX
uccnenoBanuii npessimath 1 M3B (0,001 3uBeprta).

Hcnons3oBanHasi B mpoliecce pabOThl dKCIEpTHas CUCTeMa B JIy4eBOM
JMAarHOCTUKE TO3BOJISIET Bpayy TOYHO CKOPPEKTUPOBATH MAJbHEUIIMI MOPSI0K
JUArHOCTUYECKUX  MpoueAyp. ITO Ja€T BO3MOXKHOCTh PEIIMTh BOIPOC O
11e71ec000pa3HOCTH BHITIOTHEHUS CTICIIUAIbHBIX JIYYEBBIX UCCIEIOBAHUM, PEKOMEHIOBAB
IPU ATOM KOHKPETHYIO JUAarHOCTUYECKYI0 METOJUKY, Hanbojee MpeanouYTUTENIbHYIO B
KaXJI0 KJIMHUYECKOW CUTYaIlUH.

DTO MOJOKEHUE Mbl CUMTAEM OCOOCHHO Ba)KHBIM, YUUTHIBAsi HAy4YHBIC JOKJIAIbI
BO3, oreuecTBeHHBIe W 3apyOekHbIe NyOMUKAIMK, TA€ TOMYEPKUBACTCS TMOPOU
Ype3MEpHOE  YBIICUCHHE  JUATHOCTHYECKUMH  JYYEBBIMH  HCCIICIOBAHUSIMH,
HEOE3pasNMUYHBIMA  JUJIST  TIOCTEAYIOIMe Ccyap0bl  OoNbHOTO (T.K. CYIIECTBYET
BEPOSITHOCTh BO3HUKHOBEHUSI BTOPUYHBIX OHKOJIOTMYECKHX MPOLIECCOB, CBSI3aHHBIX C
MPEBBIIIEHUEM JI03bl JUArHOCTUYECKOr0 00iyueHwus). B 3Toil CBSI3M, KIMHUYECKH U
HAy4yHO O0OOCHOBaHHOE (OPMYJIHMPOBAHHE TOKA3aHUM K JIy4eBBIM  METOJlaM

HCCIICAOBAHU ABJIACTCA OILHOﬁ N3 OCHOB quCBOﬁ 0e30I1aCHOCTH.
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T'JIABA 3. KJIIMHUKO-JIYYEBA Sl TUATHOCTUKA TTPOSIBIEHNI
JIMM®AHTUOJIEMOMUOMATO3A JIETKUX
(COBCTBEHHLIE IAHHBIE)

AHanu3 pe3yJbTaTOB MCCIEAOBAHUS BBISBUI CIEAYIONIME BapUAHTHI JIETOUHbIX
nposiBiieHu auMbanruoneiiomuomaro3a (JIAM): y3noBas ¢opma BepupuupoBaHa y

15 6onpHbIX, U Dy3Has —y 64 u cMelanHas y 4 MalueHTOK.

3.1 KiauHUKO-JIVUEBbIE XapakTepuCTHKH auddy3Hoi dopMbel  auMbaHTHO-

JIENOMHOMATO3a JIETKUX

Jlns Bcex manueHTok ¢ auddysHon Gopmoit JIAM, BreisiBieHHON Yy 64 OOJIBHBIX,
OBLIO XapaKTEpHO HAJIMYME KUCT B JIETOYHOM MapeHXHME, OAHAKO, [0 UX KOJIHYECTBY,
dbopMe © JOKaIM3alMd BO3MOXKHO OBUIO pa3leiuTh MAlMEHTOK Ha TpU THUMA
nopakeHusi. Y 4acTh OOJBHBIX KHUCTBHl OBLIM €IMHUYHbIMU (mepBas rpynma — 11
MAIMEHTOK), y JAPYTMX — MHOXECTBEHHBIMU KpPYIHBIMH, auameTpoMm Oosiee 1,0 cm
(BTOpas rpymnmna — 14 60ibHBIX), Y OCTAIbHBIX MHOXXECTBEHHBIMU MEIKUMHU, TUAMETPOM
mo 1,0 cm, ¢ mpeoOmamanuem kuct pasmepom 0,2 - 0,5¢cm (Tperbs rpymma — 39
nauueHTok). Cineayer OTMETUTh, YTO B KaxJoM rpymnme, xapakrepHas KT kaptuHa
KOppenupoBajia ¢ (PYHKIIMOHAJIbHBIMU MPOSIBICHUSAMH, PA3HON CTENEHBIO MOPaKEHUS
MUKPOLMPKYJISITOPHOIO pycia, onpenessseMoro npu nposeaeanu OPIOKT, nnaamukon
Te4eHus: 3a00JieBaHUs, a CJEeNOBAaTEeIbHO M €ro mporHozoM. Ilpu u3onupoBaHHOM
KHCTO3HOM MOPAKEHUH JIErOYHOM TKaHW (0€3 MPU3HAKOB CHCTEMHOCTH IIpoliecca U
HAJIM4YMsl 3KCTPATOPAKAIbHBIX MPOSBICHUN) NEPEXO] MALMEHTOK U3 OJHOU T'pYIIbI B
JIPYTYI0 HE HAOII0AaIICS.

JI71s manueHToK MepBOil TpymIbl ObUIO XapaKTepHO HaIW4Yue enuHuYIHbIX (10 10 B
KQKJIOM JIETKOM) KHUCT C TOHKMMHU CTE€HKamu (TOJIIMHA CTEHKU He Oosee 2MM),
OKpyrJiol ¢Gopmbl. /[namMerp KUCT y MAlMEHTOK 3TOM TrpymIbl HEe mpeBbiman 10mwm.
KuCTBI JIOKQIM30BAIMCh Xa0TUYHO, IPEUMYIIECTBEHHO B SAEPHBIX OTAENaX JIETKUX. Y

gacTu manueHTOK (10 OOoNbHBIX) BBISBISJIMCH OJHOCTOPOHHUE (4 OONBHBIX) H
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nBycTopoHHUE (7 OONBHBIX) YYaCTKH IJIEBPOMHEBMOGHUOpPO3a, Kak IOCIEIACTBUS
nepeHeceHHbIX MHeBMoTopakcoB. Ilpu mposenennun ODOKT y manueHTOK mepBoii
Tpynmbl He ObUIO BBISIBICHO 3HAYMMBIX NEP(Y3MOHHBIX HAPYUICHHUH, MEIKHE YYacCTKH

anep(y3uu COOTBETCTBOBAIIM KOMIBIOTEPHO-TOMOTPAPUIECKON JToKamu3anuu HoKycoB

rieBponHeBMoprOpo3a (pUCyHOK 3).

Pucynox 3.— Ilanmentka b., 42 1. (U/b 49226\C2016). Ilepas rpymma
mu(dy3Hoi popMoit TMMPaHTHOIEHOMUOMATO3a JIETKUX

Ha KT B simepHBIX OTHenax JETOYHBIX MOJNEH C OOEMX CTOPOH BBISBIISIOTCS
€IMHUYHbBIE BO3YXCOJAEpXkAIIUe KHUCThI, AMAMETPOM 2-7 MM, OKpYriaol (opmbl, C
TOHKMMH POBHBIMU CT€HKaMu (a, 0, B). B cyOmieBpanbHbIX OTIenax HWXKHEH 10Ju
[PaBOro JIETKOTO — YYacTOK IUJIEBPONHEBMO(PUOpPO3a BCIEACTBUE MEPEHECEHHOTO
IHEBMOTOpaKca (B), B 00sactu kotoporo ormevaercs anepdysust Ha OOIKT (1)

[Ipu npoBeneHNN KOMIUJIEKCHOT'O MCCIEN0BAHMS (DYHKIMU BHEUIHETO AbIXaHUS Y

2 OOJBHBIX TOM I'PYHIIbI BBIABJEAJINCh MUHUMAJIBHBIC U3MCHCHHA B BUAC YMCHBIICHUA
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¢ Gy3noHHON COCOOHOCTH JeTKUX (>ku3HeHHas eMkocTh Jerkux (KEJI) — 116+3,8
% OT AOMKHOW BEeNWYMHBI, 00BEM (PopcupoBaHHOTO BbI0Xa 32 1 Munyty (OOBI1) —
104£7,5 % OT HOMAKHOM BEMYMHBI, OCTaTOUHbIA 00beM JieTkux (OOJI) — 99,7+8,2 % ot
TOJKHOW BenmuuuHbl, nuddysnonHas crnocobnocts nerkux (ACJI) — 79,3£9.4 % ot
JOJIKHOM BEJIMYUHBI.

JIst GONIBHBIX 3TOW Tpymnmbl HE OBUTM XapaKTEpPHBI MPOSIBICHUS CHCTEMHOCTH
nmpolecca ¢ HaJIUYMEM JKCTpaTOpaKalbHbIX H3MeHeHWH. Tonpko y 2 marueHTOK
BBISIBJISUIMCH OJTHOCTOPOHHUE JISHOMHOMEI TIOYEK, TuaMeTpoM a0 1,5¢cm.

Jlns manueHTok BTopoi rpymmsl quddysHoit hopmoit JIAM Obuio xapakTepHO
HaJIMYhe MHOXKECTBEHHBIX KHCT B JIETOYHOM TKaHW KPYIHOTO auamerpa (B cpeaHeM
o6onee 10mm). Ilpm »>TOoM Hapsay ¢ KPYOHBIMH KHCTaMH BBISBISUTHCH U
HEMHOTOYHCIICHHBIE Oojiee Menkue, AuameTpoM 2-7 MMm. KHCTBI JIoKanu30BauCh Kak
cyOrieBpaibHO, TaK W B SACPHBIX OTJE]axX JIETKUX, B TOM YHUCJIE C BOBJICYCHUEM
pebepHO-AnadparManbHbIX CHHYcOB. CTEHKM KUCT OBUTM TOHKHE (B psle CiIydacB
wioxo Busyanusupyommwmecs aaxe npu BPKT). Ilpu npoBenenun (yHKIMOHATBEHOTO
KT-uccnenoBanust «Ha BBIAOXE» Yy 4 TAIMEHTOK OINPENesUINCh MPU3HAKH
napajgokcanbHoi BeHTWIANMU KUCT. [Ipu mpoBegenun OPIOKT nns nanueHToOK u3
BTOpPOM Tpynmbl OBUIO XapakTEpHO HAJIMYME, MPEUMYIIECTBEHHO B MPUKOPHEBBIX
OTJIeNIaxX, Y4aCTKOB anep(dy3nun, COOTBETCTBYIOIIMX aHATOMUYECKOM JIOKATU3alUN KUCT
(pucyHOK 4).

[Tpu mpoBeneHNN KOMITJIEKCHOTO MCCIICIOBaHMS (DYHKIIUU BHEITHETO ABIXaHUS Y
ATOU TPYMIBI OOTHHBIX BBISIBISUIACH PE3KO BBIPAKEHHBIE OOCTPYKTUBHBIC HAPYIICHUS B
COUETAaHWU C PE3KUM yxyamieHueMm ycnoBui razooomena (OKEJI — 78,5£8,4 % ot
nomkaoM BennunHbl, ODB1 — 40,5+5,9 % ot momxHou Bemmuunbl, OOJI — 229+23.3 %
oT po/pkHoM BenuuuHbl, JJCJI — 42,5+7,8 % OT J0KHON BETMYHHEI).

JInst manueHToK U3 TpeTbel rpynmnsl nuddy3noi popmel JIAM ObL10 XapakTepHO
HAJINYKUE MHOKECTBEHHBIX MEIIKMX KUCT B 000UX JIeTKHX. PazMepsl KUCT ObUTH MEHBIIE

1,0 cMm, ipeobnananu (65,7 %) kuctel nuametpom 0,2 - 0,5¢cm.



Pucynox 4. Puc. 4. bonpnas I1., 551. (amOynatopuas kapta Ne 3354/A10).
[Tanmentka b. 591. (U/b 37679/C2017). Bropas rpynna auddysnoi dopmsl JIAM.
bonbhas I1., 551. (amOynaTopnas kapra Ne 3354/A10)

[Maumentka b. 59n. (M/b 37679/C2017). Bropas rpynna nuddys3Hoil Gopmsl
JIAM. bonwnas Il., 551. (amOynaropHas kapta Ne 3354/A10). Ilpu natuBHOM KT-
uccleIoBaHUM (a) BO BCEX OT/AENax JIETKUX ONPEAeNsiOTCS MHOTOYHCICHHbIE
TOHKOCTEHHBIE BO3JyXcojiepKaline KUCThl, auameTpoM a0 30mm. [Ipum mnpoenenuu
BPKT (6) ny4iie Bu3yanu3upyercs CTpyKTypa KUCT, UX CTEHKA, OTCYTCTBUE MPU3HAKOB
CIMSIHUSL KUCT C OOpa30BaHUEM KHUCT HEMPaBUIBHON (OpMBI (UTO XapakTEepHO st
TUCTHOILIMTO3a X), YaCTUYHOE KOJUTAOMpOBAaHWE MMU TMPUJISKAIICH JETOYHOM TKAHHU C
dbopMHpOBaHHEM YYacCTKOB KapTHUHBI «MatoBoro crekna». Ilamuentka b. 591. (U/b
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37679/C2017). ®ynkmmonanbaast BPKT: mpu uccnenoBanuu Ha Bioxe (B) ¥ BeIoXe (T)
OTMEYAETCs YBEIMYEHUE Pa3MEpPOB KUCT MapaMeIMacTUHAIBLHO B BEpXHEU J0Jie CIipaBa
(mapanokcanbHas BeHTW M), Ha ODPOKT (1) B IpUKOPHEBBIX OTJIENaX BBISBISIOTCS
y4acTKU anep(py3un, COOTBETCTBYIOIIUX aHATOMUYECKOM JIOKAJIU3AIIUA KUCT

Kak u Bo BrOpoil rpymme, a1 HUX ObUl0 XapaktepHo auddysHoe,

CUMMETPHUYHOE, IBYCTOPOHHEE PACIPOCTPAHEHUE, C JIOKAIU3ALMEN TPEUMYIIECTBEHHO
B SIZICPHBIX OTJAENIax, BKJIOYash HIKHHE JOJU U pedepHo-auadparMalibHble CHUHYCHI.
Kuctel OblTM OMHOOOpa3HBIMM, HE HMMEIM TEHIASHUMUM K CIUSHUIO, B JIMHAMHUKE
0TMEYaJIoCh HapacTaHue X KonudecTBa u pazMepoB. [Ipu npoenennu ODIKT y sToit
rpynmbl  OOJBHBIX  OTMEYANUCh  BbIp@KEHHbIE  MepQy3UOHHBIE  HAPYHICHUS:
MPOTSDKCHHBIE 30HBI TUMONEPPY3ud B 000WX JIETKHX, YydYacTKu amnepdy3uu B

cyOIieBpaibHBIX OTIeJaX C IBYX CTOPOH (PUCYHOK 5).

fEERIAE A NaTE.)

Pucynox 5. — Ilammentka C., 57n. (M/b 33787/C2017). Tpetbs rpymnma
muddy3Hoi hopMbl TMM(paHTHOIECHOMHUOMATO3a JIETKUX

IIpu natuBHom KT-uccnenoBanuu (a) BBISBISAETCS JBYCTOPOHHEE YCUIICHHE
nepudepudeckoro jerounoro uHTepctunus (KT-kapTuHa «MaTOBOTO CTEKIIa»), KaKk B
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CyOIuIeBpaJibHBIX, TaK M B SJEPHBIX OTHAENaX C 00EUX CTOPOH, OLIEHUTh XapakTep
W3MCHECHHUI HEe mpejcTaBisieTcs Bo3MOXHBIM. [Ipu npoBenennu BPKT (6) usmenenus
OOBSICHSIFOTCSL HAJIMYMEM MHOYXECTBEHHBIX MEJIKUX (0 5SMM) BO3IyXOCOAEp Kallux
TOHKOCTeHHBIX KHUCT. [Ipu mposeaenun ODIKT (B, r) oTmMedaroTcs BBIPAKCHHBIC
nepdy3MOHHBIE HAPYIIECHUS: MPOTSHKEHHBbIE 30HBI TUNONEpdy3uu B OOOUX JIETKUX,
y4acTKH anep@y3uu B CyOrieBpaibHbIX OT/IeTaX C JBYX CTOPOH

[Io manapiM KHW®BJl, y 3Toi rpynmbl NAaOMEHTOK BBIABILUINCH HauOosee
TsOKENble  (DYHKIIMOHAIbHBIE HApYIIEHHsS CMEIIAHHOTO XapakTepa: CouYeTaHue
PECTPUKIIMU U OOCTPYKIIUU U pe3koe yxyaueHue yciopuit razooomena (QKEJI — 63,0 +
8,9 % ot momxHo# BenmmunuHbl, O®B1 - 44,0 £ 21,2 % ot gomxHo# Bemmuuabl, OOJI —

140,0 = 21,2 % ot nomxHo# Benuuunsbl, JJCJI — 24,7 = 4,2 % OT 10KHON BETUYUHBI).

3.2 KIWHHUKO-JIVUYEBBIE XAPAKTEPUCTUKU V3JI0BONM (HOPMBI JIMMOAHTHOIEHOMHUO-

MaTo3a JCIrKHux

s y3noBoit popmer JIAM, BeisBIeHHOW y 15 manueHTOK, ObUIO XapakTEepHO
HaJu4Yue B JIETOYHOW TKAaHM Pa3HOKAIMOEPHOM TeMaTOTeHHOM (C XaOTHYHBIM THUIIOM
pacnpeneneHusi) AMCCEMUHAUMU. B OTIIMUMM OT TIeéMaTOreHHBIX METAacTa3oB (s
KOTOPBIX TaKOW JIy4yeBOM mMaTTepH HaumOoJiee XapaKTepeH) He OTMeYalloch
CYILIECTBEHHOTO HapacTaHMs JUCCEMUHALMU MPU JUTUTEIBHOM HAOJIIOIEHUN OOJbHBIX.
Ouaru ObUIM OKPYTIOW (HOPMBI, C YETKMUMU POBHBIMU KOHTypamu. Pa3zMepsl odaros
BappupoBasid 0T MuwHapHbIX (0,1-0,3cM), 10 KpyHmHBIX MITKOTKaHHBIX y370B (5,0cMm).
CTpyKTypa y370B Y BCE€X MAIMEHTOK ObLIa OJHOPOJAHAS, MATKOTKAHOW MJIOTHOCTH (10
+30HU). [Ipu nposenenuu KT-uccinenoBanus B yCI0BUSX BHYTPUBEHHOI'O OOJIIOCHOTO
KOHTPACTHOTO YCHUJIEHHUS, B HMX OTMEYaJIOCh HAKOILJIEHUE KOHTPACTHOIO BEUIECTBA,
XapaKTepHOE ISl JISHOMUOM, UM K€ COOTBETCTBOBAN Xapaktep Meradonuzma POIT (18-

O JII") pu ipoBenenun [IIT-KT (pucyHok 6).
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Puc. 6. [MTaumentku: A., 48n. (U/b 37613\C2014) (a), K., 44r. (amOynaropHas
kapta Ne 66938/A12) (6), B., 60n. (MU/b 12324/C2014) (B, r). ¥Y3mnoBas ¢dopma
AUM(paHTHOJIEHOMHOMATO3a JIETKUX

PasnooOpa3ue owaroB B JIETOYHOM TKaHW TMpu ouaroBoid ¢opme JIAM.
Enunununsie (a), MHOXKecTBEHHBIE (0). OTCYTCTBUE 3JI0KAUECTBEHHOIO METab0IM3Ma B
Hux npu nposenenun [I19T-KT (B, r)

[Ipu npoBeaeHNN KOMIUJIEKCHOTO MCCEN0BAHUS (DYHKIIMU BHEIIHETO AbIXaHUS Y
TOM Tpynmnbl OOJBHBIX BBISIBISUIMCH YMEPEHHBIE TMPOSBICHUS OpOHXHAIBLHON

oOcTpykiuu 6e3 HapyieHus 1u(dy3MOHHON CITOCOOHOCTH JIETKHUX.

3.3. KHI/IHHKO-HV‘IGBBIG XApPaKTEPUCTUKH CMEIIAHHOU d)ODMI)I JII/IMd)aHPI/IO-

JIEMOMHUOMATO3a JIETKUX

[Ipu cmemannoit popme JIAM, BoisiBiieHHOM y 4 6onbHbIX, HAa KT onpexnensiiuch

npu3HaKku Kak n1udy3Hoi, Tak u y310B0i GopM (pUCYHOK 7).
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Pucynok 7. Puc 7. [Tanmentka H., 581. (M/b 44083/112017). Cmemannas ¢popma
JJAM. — TIlammentka H., 581 (M/b 44083/[12017). Cwmemannas ¢opma
UM aHTHOJICHOMUOMATO3a JIETKUX

I'ucronornyecku BepuduuupoBaHHas cmemanHas ¢opma JIAM. Ouaru (a),
KUCTBhI (0) B JITOYHOUN TKaHU, COCTOSIHHME IOCIE SKCTUPHAIMU MaTKU B aHaMHE3e,
HOBOOOpa3oBaHMWE B KyJIbT€ MaTKu (T), HOBOOOpa3oBaHUE B 3aJlHEM CErMEHTE JIEBOU
MOYKHU (aHrHOMHUOIUIIOMA) (B)

IIpu nposenennn ODPIKT cCyliecTBEHHOr0O HW3MEHEHUSI MUKPOIUPKYISLIUU
BBISIBIIEHO He Obuo. [lpu mpoBeeHWMM KOMILIEKCHOTO HWCCIECIOBaHUS (DYHKITUU
BHEIIIHETO JIBIXaHUS Y 3TOU TPYIIbl OOJBHBIX BBISIBISUIUCH MIPOSIBICHUSI OPOHXUATBHOM

00CTpPYKITUH.

3.4 KJIUHHUKO-JIVUYEBBHIE XAPAKTEPUCTUKM OCJIIOXKHEHHOIO TEYEHUS JIMMbaHTHO-

JIEMOMHUOMATO3a JIETKUX

OcnokHEeHHOE ~ TedyeHue  3a00JeBaHMA  XapaKTEpPU30BAJIOCh  HAJIMYUEM

nHeBMOTOpakca (41 OombHOI), xwuiotopakca (26 OonbHBIX), JuMdocTaza B
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KJIETYATOUYHBIX MPOCTPAHCTBAX M B JieroyHoW TKaHu ( 27 OONBHBIX), JETOYHOM
runepTeH3uu (22 O0JIbHBIX), XWJIE3HBIM NEPUKApIAUTOM (5 TAIMEHTOB) W XHUJIE3HBIM

acuuToM ( 5 601bHBIX) (Tabmauia. 6).

Tabnuna 6. — Ocno)XKHEHHOE TeYeHUE JIMM(PaHTHOJICHOMHUOMATO3a JIETKUX

Yucmno OcnoxHe- o
OOJILHEBI HUS é =
x : ; S | g
S g |z 2 =8 |s |5
5 |& ¢ 5 |Z2 |2 |23
< % o E o an % = an 8
= /@ 5 | o S |9 é 3 Z R
3 Ade. e |E|E | |E |E5|E |5B
& A6e. % | % E X (X B [B [XE X |5&
Huddysua | 64 | 77,1 | 52 81,3 | 39 25| 6 |19]| 18| 4 4 2
o
VY3noBasa 15 | 18,1 3 20 - - - 2 1 - -
Cmemanna | 4 | 4.8 2 50 2 1 1 1 - 1 1 -
P
Bcero 83 | 100 57 687 | 41 (26| 7 22|19 | 5 5 2

Taxum oOpazom, ocinoxxkHnenHoe teuenue JIAM omnpezensnoch y 6omiblieil yactu
001bHBIX (68,7%), HauboJIbIlIee YUCIIO OCIOKHEHH ObUIO BBISBICHO Y MAIMEHTOB C

muddysnoit popmoit JIAM (81,3%), HEeKOTOpBIE U3 OCTOKHEHUN COYETATUCH

Tabmuma 7. Ocnoxnennoe  teuenue  npu  auddysHonr  dopme

UM (baHTHOJIEHOMUOMATO3a JICTKHX

w g o 0
S =
S z | & o = 3 = E |y o 5
o, o g &= < O S 8 oy 3 o QD;
S 2| 2| 2 8|89 2 = S| = T o
S °SIT| 3| | 6| 6 = S 2| 8e | E2
SE|E|le| 8| &g S 5 2| 5 =} ° g
SElS) 3 an ~ CIRYE= ~ SESY =5 O s
SO | O E | X | Xe|lB |KB X el X | B E
Huddysnas 64 521391256 19 | 18 4 4 2
IIepBas rpymnma 11 10| 10 - 2 - - - -
(equHUYHBIC
KHCTBI)
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(MHO>XECTBEHHBIEC
MEJIKHE KHUCTHI)

Bropas rpynna 14 10 10| 4 |3 5 1
(MHO>XECTBEHHBIEC

KpYIIHBIE KUCTHI)

Tpetbs rpynna 39 321 19| 213 12 | 17

Haunbonee yacTbIMu OCHOXKHEHUSMH y TAUMEHTOB ¢ nuddys3noit hopmoii JIAM

ABUIIMUCH IMHEBMOTOPAKC

TUIICPTCH3UA —

CpPElIOCTeHbsI M JierouHo Tkanu 18 (28,1%) mnanueHTos.
OCJIOKHEHUH BBISIBISUIOCH Yy MAILMEHTOB TpeThel rpynibl 1uddy3Hoit popmsr JIAM
[THeBMOTOpaKc ObUT BBISBICH Yy OOJBINEH YacTW ManueHTOK (¢ auddy3Hoi

dbopmoii y 39 G60IBHBIX, CO CMEIIAaHHON — y 2 manueHToK). Jljist Hero ObLT XapakTepeH

PeUMANBUPYIOLLIAN

XapakTep,

CJIOKHOCTH

JIBYyXCTOPOHHEE MOpaKeHUE (PUCYHOK §).

— 39 (60,9%)00abHbIX, xunotopakc — 25(39%), nerounas

19 (29,6%), nanuuue nuMdocrasa B KIETYATOUHBIX MPOCTPAHCTBAX

pacmipaBiICHUS

Haubonpiee 4uciio

JIETOYHOU
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Pucynok 8.— Ilammentka K., 481 (/b 42853/C2017). Btopas rpynna
nuddy3Hoit hopmbl TUMpaHTHOICHOMHUOMATO3a JIETKUX

Ha KT or 14.02.2017r. (a, ©) BbIABISIETCS ABYCTOPOHHHI MHEBMOTOPAKC C
npu3Hakamu yactuyHoro ocymkoBanusg. Ha KT or 03.11.2017r (B, r) - oTpunaTenbHas
JUHAMUKA K B BUJIE YBEIMUYEHUS KOJIMYECTBA BO3AyXa B 00EUX IUIEBPAJIbHBIX MOJOCTSIX,
HapacTaHusl KOJUIAOMPOBaHUS TPAaBOrO JIETKOTO, TOSIBIEHUS IPaBOCTOPOHHETO
I'HJIPOITHEBMOTOPAKCA, MOSIBJIEHUE CBOOOAHOIO ra3a M *UAKOCTU B MOJIOCTH OPIOIINHBI
(1, ). Mexanu3m GopMUpOBaHUs aCLUTA U MOSIBICHMSI BO3/1yXa B MOJIOCTH OPIOLIMHBI —
npocaunBaHue yepes wmenu Jlappes B nuagparme
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VY 9 manMeHTOK XUJIOTpOpakc ObLI OAHOCTOPOHHUMU, y 16 aABycTOopoHHuU. Y 7
nanueHToK mpu KT BBISBISIOCH 3HAUUTENIBHOE KOJIUYECTBO KUIAKOCTH (Oonee 1 autpa),
y 19 ne6onpmoe (300-500mi). ¥V 13 GOJIbHBIX XMUJIOTOPAKC MMEJ PELMIAUBUPYIOLIMN

XapaKkTep HECMOTPS Ha MPOBOAMMBIC Jie4eOHbIE MAHUIYISAIUU (TUIEBPOJIE3 TaTbKOBBIN

U XUMUYECKHUi) (pPUCYHOK 9).

Pucynox 9. — bonwsnas JI. 271. (/b 37066/C2017). Tpetbs rpynmna auddy3Hoit
dbopmbl TUM$paHTHOIEHOMUOMATO3a JIETKUX

KT-uccnenoanus or 30.10.2012r. (a, B, a) u ot 15.11.2012r. (0, r, e). KT-
KapTUHA JBYCTOPOHHETO  PELMJMBHUPYIOIIETO  XWJIOTOpaKca, CyOIUIeBpabHbBIN
uHQWIBTpaT B HWXKHEHW J0Jie TMpaBoro Jerkoro (a) — «thrombosis in situy,
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OCJIOKHMBIIMHM IIEBPOJE3, C €ro TMOJHBIM perpeccom K craeayroniemy KT-
UCCIICJOBAHHIO

v OHHOﬁ MMAaUCHTKH XHUJIOTOPAKC COYUYCTAJICA C XHWJIC3HBIM ACLHHUTOM M XHWJIC3HBIM

nepukapauToM (pucyHok 10).

Pucynox 10. — Ilamuentka A., 48n. (/b 23755\C2017). Tperbs rpymma
1 dy3HoH GOpMBI TMM(PAHTHOIEHOMUOMATO3A JIETKUX

Ha KT omnpenensercs 3HAUUTENBbHOE KOJWYECTBO JKHAKOCTH B TMOJIOCTH
nepuKapaa ¢ cemapainueid ero JUCTKOB A0 20MM, B IIEBPATBHBIX MOJOCTIX ¢ 00emx
CTOpPOH, B mojoctu OpromuHbl (0, B, T). B JeroyHoil TkaHW TUNHWYHBIE MPOSIBICHUS
JIAM: MHOTOYMCIICHHBbIE MEJIKHE TOHKOCTEHHBIE BO3JYyXCOJEpKAlllUue KHUCTHI,
pacnoioKeHHbIE MPEUMYIIECTBEHHO B SIIEPHBIX OTAENaX 000UX JETKUX, IBYCTOPOHHUE
WHTEPCTUIIMAIbHBIC U3MEHEHUS B pe3yJibTare JumdocTasa (a)

[IposiBienuss xumoTopakca y 3 MAalMEHTOK COMPOBOXKIAIOCH MPOSBICHUSIMU
aumocTaza B CPEAOCTEHUU W JIETOYHOW TKaHU, KOTOPBIE perpeccupoBaiv Ha (oHe

npuema uHruoutopoB mTOR (pucynok 11).
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Pucynox 11. — Ilammentka B., 401. (U/b 33787\C2017). Tpetbs rpymnma
mudy3HoN GOpMBI TUMPAHTHOIEHOMUOMATO3A JIETKUX
YMeHbIIeHHe  TposiBIeHWHd auMdocTaza € pPerpecc  MPaBOCTOPOHHETO

xunoropakca Ha Gone npueMa nuHruouTopoB MTOR (cupanumyc). KT ot 17.12.2015 (a,
6), KT ot 05.02.2016r (B, )

Hanbonee TsKENbIM KU3HEYTPOXKAIOIIUM COCYJIUCTBIM oOcioxxkHeHueM JIAM

SIBJISIIOCH JIETOYHOE KPOBOTEUEHHUE, BBISIBIIEHHOE Y JBYX MallUEHTOK (PUCYHOK 12).
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Pucynok 12. —ITamuentka X. 32r.
AUMQpaHTuoJIeHOMHOMATO3a JIETKUX

Ha KT MHOXECTBEHHbIE KpYIIHbIE€ KUCTHI B JIETOYHOW TKaHU (a), TUIIEPAECHCHOE
coaepxkumoe (6onee +60HU) ¢ mepepacTsikeHUEeM KUCTHI B CPEHUX OTJENIax IMPaBoOro
aerkoro (0), oOmMpHas 30HA aJbBEOJSIPHO-UHTEPCTHLHAIBHON HHPUIBTPALUA B
0a3a’bHBIX OTZIETAaX MPABOIO JIETKOro — UMOMOUIUS KpOBbIO (0)

Btopas rpynma auddysnoit dopmbl

BHeTopakanbHble W3MEHEHUS, BBISBICHHBIC Yy TAIMEHTOK TPEJCTABICHBI B
tabnuua &.

Ta6numa 8. BueropakanbHble JeHOMUOMBI TP pa3aIudHbIX popmax JIAM

®opMm | Ynciio Yucno 3abpro- | Cpeno-
a OOJBHBIX | OOJIBHBIX IIIUHBIC CTCHUS
C Ileuenu | Ilouek Marku
JICHOMHO-
MaMH
A6| % |AG| % |AG| % |AO| % |AG| % |A| % |A0| %
C. c c c c oc c
HAnd-
by3na | 64 | 77,1 | 58 | 90,6 | 4 |48 | 13 |157 |17 |20,5(17| 20,5 | 7 | 84
o
Y30 | ys g1 120800 | 1 [12] 1 |12 10]120 - | - | -] -
Bast
Cwme-
I1aH- 4 148 | 2 50 2 1242 1242 |24 - - - -
Has
Beero | 83 | 100 | 72 | 86,7 | 7 |84 |16 (19,329 (349|17| 20,5 | 7 | 84

Takum 06pa30M, HanboJee 4acTo BHCTOPAKAJIbHBIC M3MCHCHHA BbBIABIIAIUCH Y

oonbHbIX auddy3Hot Gopmoit JIAM, y TpeTu NalMEHTOK ATO ObUIM JICHOMHOMBI
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MaTku. BHETOpakalbHbIE N3MEHEHUS, BBISIBJICHHBIC Y MAIUCHTOK ¢ TudPy3HOM hopMoit

JIAM npencrapieHsl B Tabuiie 9.

Ta6muma. 9. BHeTopakaibHbIe U3MEHEHHS Y MAlMEHTOK ¢ nuddy3Hoi Gopmoit

HHM(i)aHFHOHGﬁOMHOMaTOBa JCTKHUX

JlenoMHOMBI
Yucio
Popma OOJIbHBIX

[Te- |Ilouex | Mar- | 3abpromunnbie | Cpegocre-

YeHHU K1 BHECOPTAHHBIE | HUSA
Auddysuas 64 4 13 17 17 7
1 rpynma -
e IMHUYHBIC 11 0 2 1 0 0
KHCTBI
2 rpynna -
MHOECTBEHHBIC 14 1 3 2 4 1
KPYIHBIC KUCTBI
3 rpynna -
MHOECTBEHHBIE 39 3 8 14 13 6
MEJIKHE KUCTBI

Takum 00pa3oM, y MAlMEHTOK MEPBOU IrpymIbl mpeobdiiagano MopakeHUe MOYeK
(y AByX TaIMEHTOK, MPU STOM JIEHOMHOMBI OBLIM ABYCTOpoHHHME) U MaTku (y 1
00JBbHOM).

VY namueHToK BTOpPOMl Trpymmbl HauOojee YacTH BCTPEYAIUCh BHEOpPraHHBIE
3a0promHHbIe 00pa3oBaHus (y 4 OOJIbHBIX), TOpaxeHue novyek (y 3 mamueHTok: y 1
00JBHOI TPOLIECC HOCUIJI OJJHOCTOPOHHUM XapakTep, y 2 — ABYCTOPOHHMI) U MaTKH (y 2
OONBHBIX), U C OJWHAKOBOM YacCTOTOW BBIABISUIMCH oOpa3oBaHus cpemocteHus (y |1
MalUeHTKN) U 1iedeHu (y 1 60ibpHOM).

VY nmanueHToK U3 TpeTheil rpynmsl npeodnananu sneiiopudpomuomsl mMaTku (y 14
OOJIbHBIX), 3a0pIONIMHHBIE JIEHOMUOMBI (y 13 mammeHTok), mopaxkenwe mouyek (y 8
NAlMEeHTOK: y 2 — OJHOCTOpPOHHUE, y 6 — [BYCTOpPOHHHE), HauOojiee PpPEIKUM
IKCTpaTOpaKaIbHBIM TposBieHHEM JIAM y ManMeHTOK M3 TpeTbeld Ipynibl ObUIO

nopaxxeHue nedeHu (y 3 00JIbHBIX).
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VY 6onpHBIX co cMmemanHOW (popmoit JIAM ¢ ogmHaKOBOW YacTON BCTPEUYaIOCh
nopaxkeHue nedeHu (y 2 OOJbHBIX), MoYek (y JABYX OOJIBHBIX) M MaTku (y JABYX
MaIMEeHTOK).

Haubonee dacTteiM sKTpartopakaidbHbIM TposBieHrneM JIAM y mNanueHToK c
y370Boi (hopmoit 610 mopakenne Matku (y 10 manumeHTok), 1eHOMUOMBI TIEYEHH U
MIOYEK BCTPEYAIUCH C PABHBIM KOJIWYECTBOM (1O 1 O0IBHOI).

VY 7 naumenTok ¢ nuddysnon popmoii JIAM onpenensiauch JTeHOMHOMBI 3aTHETO

cpeaoctenus (pucyHok 13).

B

Pucynok 13.— BapuanTtel oOpa3oBaHUl 3aJIHETO CPEAOCTCHHUS y MAI[UEHTOK C
auM(paHTru0JIeHOMUOMATO3a JIETKUX

bonbhas I1. 42r (a, 6). Ha KT opraHoB rpyaHO# IOJOCTH, BBITIOJHEHHBIX B
YCIOBUSIX BHYTPUBEHHOTO OOJIIOCHOTO KOHTpacTtupoBaHusi omnpenenstorcs KT-
npuszHaku auddy3Hoit dopmbl JIAM Tperheit rpynmbl (a), B 3aJHEM CPEIOCTECHUU
TEeTEPOreHHOE M0 CTPYKTYype W XapaKTepy HAKOIUIGHWS KOHTPACTHOTO Tperapara
HoBooOpazoBanue (0). IlTammentka 0., 5Ir. Ha KT opranoB rpynHoi mojocTtu,
BBITIOJIHEHHBIX B YCJOBHUSIX  BHYTPUBEHHOTO  OOJIIOCHOTO  KOHTPACTHUPOBAHUS
OTIPENIEISIIOTCS  MHOXECTBEHHBIE MEJNKHe KHUCTHI (B). B 3agHem cpemocTeHumn
TUTOJICHCHOE 00pa30BaHUE C YETKMMH POBHBIMH KOHTYpaMH, B JIEBOH IJICBpPAIBHON
MOJIOCTH XUJOTOpakc ~ 5S00mit (T)
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[TopaxeHne mapeHXUMATO3HBIX OPraHOB OPIOIIHOM MOJIOCTH, 3a0PIOMIMHHOTO
IPOCTPAaHCTBA M MAJOro Ta3a BBIABISLIOCH y 69 marmumenTok (83,1%). JleitomroMBbI
ne4yeHu — y 7 OOJbHBIX, J€HOMHOMBI TIOYEK — y 16 ManueHTokK, Jeio- u GuOpoOMHOMBI
MaTKH — y 29 O0JIbHBIX, BHEOPTaHHBIC IEHMUOMBI — y 17 OOJNBHBIX.

VY GONBIIMHCTBA MALMEHTOK JIEGHOMUOMBI MOYEK MPOTEeKaIH 0€3 OCIOKHEHUH. Y

11 marueHTok ObLIN IBYCTOPOHHUMHU, Y 5 OOJBHBIX OJTHOCTOPOHHUMU (PUCYHOK 14).

i 977 Mar 04 H
o, *
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Pucynok 14. — Ilaumentka E., 37n. (M/b 5645/]12014). Cunnpom JIAM npu
TeHETUYECKU BEPUPHUIIMPOBAHHOM TyOEpO3HOM CKIIEPO3e

Ha KT MHOXECTBEHHbIE MEJIKHE€ KHUCTBI B JIETOYHOM  MapeHXHUME,
PAaBOCTOPOHHUM XWJIOTOpakCc (@), TETepOTeHHbIE IO IUIOTHOCTH, PA3JIMYHbBIE 10
pasmepam 00pa3oBaHUsI B TapEHXUME 000HX MOYEK — JICHOMUOMBI (0)

Pa3smepsl W KOJMMYECTBO JICHOMHOM B IOYKax KOPPETUPOBAIIO C YaCTOTOM
OCIIO)KHEHHH, HanbOoyiee TPO3HOM M3 KOTOPBHIX OBLIO KPOBOTEUYCHHUE, BBISBICHHOE y 1
NaUeHTKU (pUCyHOK 15).

JluHaMuKa BHETOpPAKaJbHBIX M3MEHEHUW XapaKTepH30Balach: HapacTaHUEM
KOJIMYeCcTBa M pa3MepoB JeilomroM (y 8 OOJbHBIX), YMEHBIIICHHEM WX Pa3MEpoB Ha
done nedenus (y 6 O0IBHBIX), MTOSBICHUEM Y HIX KPOBOM3JIHMSIHUN U KPOBOTCUCHUEM B

OprotHy0 MOJIOCTH (Y 3 OOIBHBIX).
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Pucynox 15. — bompnas C., 27n. (U/b 42377/12015). Cuanpom JIAM npwu
TeHETUYECKU BEPUPHUIIMPOBAHHOM TyOEpO3HOM CKIIEPO3e

Ha KT MHOXeCTBeHHBIE MEJIKHE KHUCTBI B JIETOYHOW mapeHxume (a),
MHO>KECTBEHHBIEC JISHOMHUOMBI B TICYEHH M B MOYKAX - pPa3HOKAIMOEpHbIE 00pa30BaHUS
TeTEePOreHHOM CTPYKTYphl, C BKIIIOUEHHUSIMH, MMEIOIIMMH IUJIOTHOCTHBIE TOKa3aTesu
xupa (0). CyOkancyisspHO B JIeBOW TOYKE YYacCTOK JIGHTOBUAHOW (HOPMHBI,
TEeTEePOreHHOM CTPYKTYphl (C BKIIOUYECHHUSIMH TOBBIIIEHHOW - Oonee +60HU wu
MOHKEHHOU TJIOTHOCTH) - CyOKarcyisipHas rematoma (B, T)

[To nanueiM KT, 11st BHEOpraHHBIX 3a0PIOMIMHHBIX JI€HOMHOM ObUIM XapaKTEPHBI
HU3KHUE IUIOTHOCTHBIE mMokazarenu (+15 - +20HU), oTcyTcTBHE HAKOIUIEHHS B HHUX
KOHTPACTHOTO IpenapaTa (3a UCKIIOYEHUEM | MalMeHTKH, y KOTOPOH OIpenessuiuch
YYaCTKA HAKOIUIEHUS KOHTPACTHOIO IIperapara B IAPEHXUME JIEHOMHOM, HAJIUYHE
TUIEPBACKYJSIPHOM Kancyiabl (IIUPUHOW 10 2-3MM), HMMEIOIIEH YETKUE pPOBHBIE
KOHTYpbI. OLIEHUTD YBeJIMYEHUE 3a0PIOMIUHHBIX JI€HOMHOM ObLIO 3aTPYIHUTEIBHO, TaK
KaK pa3Mepbl UX MOTIJM BapbUpOBATh JlakK€ B TE€UEHHUE JIHs, HE TOBOps yxke o OoJiee

MJJIUTCIBbHBIX HHTCPBAJIAX, YTO COOTBCTCTBYCT JaHHBIM 3ap}I6e}KHI)IX ABTOPOB (pI/ICYHOK.

16).
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Pucynox 16.— I[lammentka JI., 30m. (M/b 37066/C2017). Tpetbst rpymma
g dy3HoN GopMbI TUMGAHTHOICHOMUOMATO3a JIETKUX

Ha KT opramoB rpyanoit xietku (a) ot 21.09.2012r. BBISBISIOTCS
MHO)XCCTBEHHBIC MEJIKHE KHCTHI B OOOMX JIETKHX, JBYCTOPOHHUH XHJIOTOPAKC,
xune3Hoe conepxumoe B cpepocrenuu. HA KT xuota ot 21.09.2012r. (6, B, T) B
3a0pIOLIMHHOM MPOCTPAHCTBE BBISABISETCS MHOTOKaMEpHOE 00pa3oBaHHE MOHMKEHHOU
IUIOTHOCTH, UMerolee (HopMy TMECOYHBIX YacOB C MEPETSHKKOM HAa YpPOBHE HUKHEH
TPETH CYIpPapeHAIbHOTO OT/eNa OpIOIMIHONM aopThl, HEPABHOMEPHOE HAKOILUICHUS
KOHTPACTHOTO Tpernapara B HEM (B CTpPOME U IO Karcylsie). YBEIMYECHHE pPa3MepoB
HoBOoOOpazoBanus Ha KT ot 15.11.2012r. (1, )

[Tpu xpoBoumznusiauu (y 3 607pHBIX) M0 JaHHBIM KT B CTpyKType 3a0pIOITMHHBIX
JCHOMHOM OTPEACISUINCh TUIepAcHCHBIe BKItoueHus (Oomee +60HU), compoBox-

JalolMecs YIUIOTHEHHEM TpWiIekariedl  3a0pIONIMHHON  KMPOBOM  KIIETYATKH,
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M3MEHEHHEM Pa3MEpPOB CaMOro 3a0pIONIMHHOTO 00pa30BaHUs, MOSBICHUEM CBOOOIHOM

YKUJIKOCTH B TIOJIOCTU OpIOMIUHBI (PUCYHOK 17).

Pucynok 17. — bonbnas K., 371. (U/b 48746/C2017). Tpetbs rpynna nuddy3Hoit
(G opMBbI JIMM(PAHTHOJIEHOMUOMATO3a JIETKUX

N3menenne KT-kaptunsl ot 28.03.2013r (a, 6) x 12.09.2013r (B, ) B BUjE
nosiBjieHue runepieHcuBHbIX (0osaee +60 HU) BkitoueHuil B CTpyKType 3a0pIOIIMHHBIX
neitomroM (KT-npu3Haku KpOBOM3IUSHUS), YMEHBIIEHUE Pa3MEPOB MapakaBajJbHOTO
y3J1a J€IOMHUOMBI, YIIJIOTHEHUE NIapaBa3aJibHOM JKUPOBOM KIIETUATKU

Takum 00pa3zom, HanbOsEee YaCTHIM OCIOXKHEHUEM XapaKTEPHBIM JIJISl TALUEHTOK
nepBoit rpynmsl Auddy3Hon dopmbl JIAM SBISICS MHEBMOTOPAKC, ONMPEACIsIeMbIN Y
10 60oapHBIX: y 6 MALMEHTOK MPOLIECC HOCUII JBYCTOPOHHUI XapakTep MmopaxeHus, y 4
— OJJHOCTOPOHHMI. Pa3BUTHE JIETOUHON T'MIIEPTEH3UH BBISBISIOCH Y IBYX 2 OOJIBHBIX,
y 0JIHOM u3 KOTOpbIX JII' nMena moctpoMO03IMO0INYECKI TeHES.

Haunboinee yacTbiM OCIIO)KHEHUEM, BO3ZHUKAIOIIUM Y MallUEHTOK BTOPOMN TPYIIIbI
mubdysaoii gopmer JIAM, Ttaxxke siBusercs mnHeBMoTtopakce (y 10 OonmbHbIX: y 7

JBYCTOPOHHUH, y 3 MAaIllMEHTOK — OJHOCTOPOHHMI), y MSITH MAalMEHTOK W3 BTOPOM
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rpynnsl  chOpMUpOBANach JIErOYHas TUNEPTEH3US. XWIOTOPAaKC BbIBIsUICA y 4
OOJBHBIX, M3 HHUX Y 3 TAIMEHTOK HMEJ ABYCTOPOHHHUM XapakTep W YMEpPEHHOE
KOJIMYECTBO — y 4 TMAlMEHTOK. XHWJIOIMHEBMOTOPAKC BBISBISJICA y TpeX OOJbHBIX.
[Ipuznaku numdocTasa JeroyHol TKaHU M KJIETYaTOYHBIX MpOoCcTpaHcTB (1 manueHTka),
xwiie3Hbrd acuut (1 GonbpHAs) u mepukapauT (1 manueHTKa) BBISBISLIUCH HEYACTO.

Haubonee xapakTepHbIM OCIOKHEHHEM Yy TAlMeHTOK W3 TPEThed TIpPyIIIbI
mupdy3noin  popmbr  JIAM  Obul  xunotopakc (y 21 OonbHOM), npeoOnanan
nByctoponHuil mporecc (y 13 mamuentok) y OonbpmmHCTBa 00JBHBIX (15 demoBek)
o0beMm BbITIOTa coctaBisul 300-500M71, MacCHBHBIN XUJIOTOpPAKC OMpeaensics y 6
00bpHBIX. Y 11 MamueHToK XWJIOTOPAaKC HOCWI PEUUIMBUPYIOUIUN XapakTep. BTopbim
M0 YaCTOTE OCJIOKHEHUEM, BCTPEUaEMbIM B TpeThel rpynne nuddysnoit popmer JTAM
ABIsUICA THEBMOTOpakc (y 19 OonbHbIX): y 11 NanMeHTOK WMeN JBYCTOPOHHUMN
xapakrep, y 8 — oxHoctopoHHuid. KT-nmpusHaku nmMmdocrasa onpegensuiuchk y 17
00JbHBIX. XUJIE3HBIA ACIHUT, XUJIE3HbIN MEPUKAPIUT U XUITOMTHEBMOTOPAKC BBISBIISIIUNCH
Yy PaBHOT'O KOJIMUECTBA OOJBHBIX (MO 3 MALUEHTKH).

[Ipy npoBeneHUM CTATHCTUYECKOIO aHaJIu3a C UCIOJb30BaHUMEeM mnaketa SPSS —
20.0., pacuerom TouHoro kputepus duiepa (p) yxyallleHUe TeueHUs 3a00JIeBaHUS Y
NaIMeHTOB BTOPOU U TpeTheil rpynn auddysHont Gopmsl JIAM ObII0 CcTaTUCTHYECKH
3HAYMMO CBsi3aHO ¢ Hanmuuuem xwioropakca (TK®, p < 0,001), nmHeBMoXHiIOoTOpaKca

(TK®D, p <0,001), nanmuuuem nmumdoctaza (TKD, p <0,001).
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T'JIABA 4. JUHAMUKA KJIMHUKO-JIYYEBBIX ITPOSBJIEHMIA
JIMM®AHTUOJIEMOMUOMATO3A JIETKUX ITPU JUTUTEJIbBHOM
HABJIIOAEHWHU (COBCTBEHHBIE JIAHHBIE)

Ananmuz PE3YJIbTATOB HCCIICAOBAHUA BBIABHII CICAYIOIIHNC BAaPHUAHTBI JICTOYHBIX

nposisnenuit JIAM: y3noBast popma BepudunmrpoBana y 15 6onbHbIx, nuddy3Has y 64

OOJBHBIX U CMEIIaHHAs y 4 INanruCHTOK.

[TanmenTsl ¢ nuddy3Hoit Gpopmoit ObuTH pazaeneHsl no JydeBoi kaptune (KT)

Ha 3 TpynIbl: nepBasi rpynmna — ¢ HaTMYueM €AUHUYHBIX MenkuX KUcT (11 manueHTok),

BTOpasi Tpynrna — MHOXECTBEHHbIE KpymHHbIe KUCTHI (14 OONBHBIX), TPEThs IpyIma —

MHOECTBEHHBIE MEIKUE KUCTHI (39 OOJIbHBIX).

[Ipn nunamuyeckoM HabmoneHuu pasHbie Gopmbl JIAM umenu

TEeYeHUs Ipouecca, npuBeeHHble B Tabauue 10.

0COOEHHOCTH

Tabmuua 10.— JluHaMuKa KIMHUKO-TYYEBBIX MPOSBICHUN  JHUM@aHTHO-
JeHOMHOMATO3a JIETKUX
Yucno IIporpecc- Crabunb- | BomHooOpas- Jleuenue
OOJIBHBIX CUpOBa- HOE HOE TEYCHUE | UHTUOTOpaMu
dopma
HHE porecca TEYCHUE mTOR
Abc. % Aoc. % | Abc. % Abc. % | Aoc. %
Hud- 64 | 77,1 31 48,4 |22 343 |10 15,6 |21 32,8
dy3Has
V3nosas |15 | 18,1 5 33,3 10 |66,7 |1 6,7 - -
Cwmeman- | 4 4,8 2 50 2 50 - - -
Hasl
Bcero 83 1100 38 45,8 |32 |38,6 |11 13,3 |21 25,3
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Takum oOpa3zoMm, Hambosee TSKENBIA XapakTep TeueHus umenu auddys3Has u
cmemanHas Gopmel JIAM (miporpeccupoBaHue y MOJTOBUHBI OOJIBHBIX). Y3510Bas (hopma
XapakTepu3oBajgach CTaOWIbHBIM TeueHueMm (66,7%). BomHooOpa3Hoe TeueHue,
BBISIBIIEHHOE Y 00IbHBIX Auddy3Hoi dhopmoit JIAM, Ob110 CBsI3aHO CO cTabMIM3aIUe

npotiecca Ha (ouHe seuenus uuruontopamu mTOR.

4.1 KJ'H/IHI/IKO-J'IV‘-IGBI)IG XapaKTCPUCTHUKHN TCUYCHUA 3a00JICBaHUS Y HOanMcHTOB

nepBo¥ rpynnbl JUbdY3HONH HOPMBI TUMGAHTHOIECHOMHOMATO3a JIETKUX

Teuenne 3ab0osneBaHus y OOJBHBIX MEpBOM rpynnbsl auddy3Hor GHOpPMBI
auM(paHTHOJIEHOMUOMATO3a JIETKHX XapaKTEPHU30BAJIOCh CTAOMJIBHOCTHIO TEUCHUS Y

OOJIBIIIMHCTBA TAIUEHTOK.

B OonpmmHCTBE ciayuyaeB HaOMIOAaNOCh CTa0WiIbHOE TeueHue mporecca (9
nauueHTok — 81,8 %). Y AByX malMeHTOK U3 MEePBOU I'PYIIIbI BBISBISIUCH JIEHOMUOMBI
noyek, 0Oe3 yBeJWYEHUsT pa3MepoB 3a IMEpPUOJl JUHAMUYECKOIO HaOIIOJEHUS.
[Tpucoenunenne TOJIA Obu10 BIsBIACHO y | O0bHON. BhIpakeHHBIX ()yHKIMOHATBHBIX
m3meHennt (KM®BJ[, O®OKT) y mnanmveHToB 3TOW TPyNIbl BBIABICHO HE OBLIO

(pucynoxk 18).
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Pucynok 18.— Ilanmentka K., 54r. IlepBas rpynma nuddysnoit dopmsr
AUM(paHTHOICHOMHUOMATO3a JIETKUX

OTCyTCTBHE NWHAMHUKHU YBEIWYCHUS Pa3MEPOB M KOJIMYECTBA KHUCT 3a TMEPUOJ
HaOroieHus 6omee mectu jgetT (a, 6 - 06.07.2011r., B, r- 24.01.2017r)

VY 2 nanueHTok nepBoi rpymmbl qudy3Hoit Gopmbl TUMPaHTHOIEHOMHUOMATO32
JETKUX OTMEYaJoCh HapacTaHWe KOJIMYECTBA KUCT C (OPMUPOBAHUEM KIIMHUKO-

Jy4€BOM KapTUHBI, XapaKTEPHOU Jisi OOIBHBIX TPEThEU rpyIibl (pUcyHOK 19).
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Pucynox 19. —bonwnas JI., 281. (1M/b 37066/C2017)

ITepBas rpyIra b dy3HOH dbopmbl TuM(paHTHOIEHOMHUOMATO3a,
nporpeccupytoiee teuenre. CoorBerctBue nuHamuku nokaszarteneit KU®BJ[ (B % ot
NOJDKHOTO) u3MeHeHusiM, BbisiBleHHbIM npu KT. Ha KT ot 21.09.2012r. (a),
15.11.2012r (6) u 19.06.2014r. (r) orTMmedaeTcss HapacTaHHE 4YHCIA MEJIKHUX
TOHKOCTEHHBIX BO3JyXOCOJEpXAINX KHUCT B JICTOYHOW TKaHW (OT EAMHUYHBIX JI0
MHO>KECTBEHHBIX ), YACTUYHOE CIUSHUE UX MEXIY CO00il, BhIpaKEHHbIE JBYCTOPOHHUE
mubdysasie nepdysuonnsie HapymeHus npu ODIKT (x), HapacTanue cMmenaHHBIX
HApYUICHUH BEHTWISAIMOHHOW CHOCOOHOCTH JIETKMX B COYETAaHUU C PE3KUMU
g dy3uonnbiMu HapymeHusmu npu KUDB/] (e).
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Taxum o6pa3om, TeueHne 3a00aeBaHuUs Y AIUEHTOB MEPBON TpyHmbl AUPPYy3HOH
¢opmel  JIAM  xapakTepu3oBajioch B  OOJIBIIMHCTBE  CIIy4aeB CTaOWUJIbHBIM
ONMaronpHUATHBIM KIMHUYECKUM TEYEHHEM, OTCYTCTBHEM HapacTaHUs MaTOJOTHYECKHUX
m3menennit npu KT u KUOBJI. Opgnako y JAByX MalMEHTOK HaOI0/1aIach
OTpHULaTeNbHAs IMHAMUKA C (POPMHUPOBAHUEM KIIMHUKO-JIy4€BONH KapTUHBI TOPAKEHUS,
XapaKTepHOU AJs TpeTbel rpymnmbl guddys3Hoit hopmel JIAM, uTo AenaeT BO3MOXKHBIM
IPENONOKNUTh, YTO BBISBISIEMBIE B 3TOM I'pyIIe U3MEHEHUS SBISAIOTCS MPOSIBICHUIM

paHHEeU cTaauu 3a00JIeBaHUS.

4.2 KJ'II/IHI/IKO-J'IV‘ICBBIG XAPAKTCPUCTUKHN TCUYCHUA 3a00JICBaHUS Y HanmMcHTOB

BTODPOM rpyrnbl JUddV3IHONU hopMbl TUMMbAHTHOIEHOMHUOMATO3a JIETKHUX

Teyenune 3aboneBaHusl y MaIMEHTOB BTOpoM rpynmbl auddy3HON (GOpMbI
TuM(aHTHOJIEHOMHOMATO3a JIETKUX ObLIO MEHEE CTAOWIIbHBIM, YeM B IIEPBOM rpyre. Y
6 OonbpHBIX BTOpOU Tpynmsl (46%) ompenensiuiach OTpUllaTeNbHAS AUHAMUKA TCUCHUS
OCHOBHOTO 3a0o0JieBaHMsI B BHJIE HapacTaHWE YHUCJIA KHUCT, TMOSBJICHUS OTEKa
UHTEPCTHUIMS, yXyaueHus nepdys3uonnbix mnokazateneir mpu ODIKT, coueranue
0OCTpYKTUBHBIX U MU Py3uoHHBIX HapymieHuil npu npoBeaeHnn KUDOBJI (pucyHok

20).

[Tpu npoBenennn Tepanuu naruouropamMu mTOR (y 7 GOIBHBIX BTOPOM TPYTIIIHI)
BBISIBIISIJICS. YAaCTUYHBIM perpecc JuMdocTasa B KIETYATOYHBIX TPOCTPAHCTBAX U B
JIETOYHOM TKaHHW, YACTUYHBIA pErpecc XWIOTOpPaKca, XWIE3HOro IMEepUKapauTa,
XUJIE3HOr0 acluTa, crabunu3aius (yHKIIMOHAIBHBIX TMOKa3arened. BHeTopakaibHbIC
U3MEHEHHS ObUTM BBISABJICHBI Y 11 ManueHToB 2 TpyMmbl: JEHOMHUOMBI MATKU — y 2
OOJIbHBIX, JEHOMHOMBI MOYEK — y 3, 3a0pIOIIMHHBIE BHEOPTaHHbIE JIEHOMUOMBI — Y 4,

JIEUOMHUOMBI CPENOCTEHHS — Yy | MAIMEeHTKH.

Takum oOpazom, aJig MAIMEHTOK BTOPOM TPYIIbl OBUIO XapakTepHO, OoJjiee

TAKCIIOC KIIMHUYCCKOC COCTOSAHHUEC, YEM Y NAIIMCHTOB nepBoﬁ rpyiiibl, B COYCTaHUN CO
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cTaOUIIBbHBIM TEUYEHHEM Tporiecca (y 8 manueHTokK) u npeodiaaganueM o0CTPYKTUBHBIX

HapyuieHuit npu nposeaeHuu KUOB/I.
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Pucynox 20. — bonenas P., 4611. (/b 30817/C2017). Bropas rpynma nuddy3Hoit
dbopmbl TUMpaHTHOIEHOMUOMATO3a JIETKUX

Conocrasnenne nuHamuku nokazareneid KU®B/I (B % oT q0JKHOTO) U TaHHBIX
KT. Ha KT or 24.01.2013r. (a) u 01.11.2016r. (6) oTmMeuaeTcss HapacTaHUE YHUCIA U
pa3MEpoB MHOKECTBEHHBIX KPYIHBIX TOHKOCTEHHBIX BO3JyXOCOJEpXKAIIUX KHUCT B
JISTOYHOM TKaHW, C TMpPU3HAKAMU HUX MapaJOKCATbHON BEHTUJISILIMM, BBIPAXKEHHBIMU
JIBYCTOPOHHUMU TEep(PY3MOHHBIMU HAPYIICHUSIMU C HaMuueMm anepdys3uu B 00JacTH
pacmoJIOKEHUs] KPYMHBIX KUCT (B) W CTAaOMJIBHO HHU3KUMH (PYHKIMOHAIbHBIMU
MOKAa3aTeNsIMU, CBUICTEIBCTBYIONIMMH O COYETAaHUU OOCTPYKTHBHBIX HAPYIICHHH C
YXYIICHHEM YCIOBUH razoo0mMeHa (T)
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V¥ 4 maureHToK Npouecc MEJIEHHO TPOrPECCUPOBAl C YXyAIIEHUEM [TOKa3aTeNeu
KOMIIJIEKCHOTO HCCJEAOBaHUS (PYHKIMU AbIXaHUS W OTPULIATEIBHOM JTMHAMHUKOM IO
na"nueiM KT-uccnenoBanmus.

Y IByX MalMEHTOK TPOIecC MPOrpecCUpoBall OBICTPO C  BBIPAKEHHOM
OoTpuLaTeIbHON TuHaMUKOM 1Mo naHHbIM KT W (QyHKIMOHAJIBHBIM MOKAa3aTessiM, C
OTHOCUTEILHOU cTabunu3anueit Ha pone mpuema npemaparoB mTOR.

[Ipu mpoBeneHNM CTAaTUCTUYECKOIO aHajIu3a C MCIOJb30BaHWEM mnaketa SPSS —
20.0. u pacueroM TOYHOro Kpurepuss Pumiepa (p) y MNALMEHTOB BTOPOM T'PYIIIbI
mipdy3norr  gopmbl  JIAM  Obl1 CTAaTUCTUYECKM  3HAYMMO  OIpPEAEICH
POrPECCUPYIOIIMI  XapakTep TeueHUus 3a00JIeBaHMs, CBS3aHHBIA C HAJIWYUEM
cnenyronux KT-nmpusznakos: HapacTanue pasmepoB (TKD, p < 0,05) u konuyecTBa KUCT
B auHamuke (TK®, p < 0,0001), ciusaum kuct (TK®, p < 0,003), Hanmuuuu ux

«mapaaokcanbHoi BeHTrisaiumn» (TKD, p < 0,05).

4.3 KJ'II/IHI/IKO-J'IV‘-IGBBIG XapaKTCPUCTHUKHN TCUYCHUA 3a00JICBaHUS Y HnanMcHTOB

TpeThel rpynmnbl JUddy3HONH hopMbI TMMMAHTHOIEHOMHUOMATO3A JIETKUX

VYxynmenue Teuenue 3adosieBanus onpenesuiock y 23(59%) nanueHToB TpeTbei
TPYIIBI, UMENO OBICTPOE MPOTPECCUPOBAHUE U TSDKEIBIC KIMHUYECKHUE IMPOSBICHUS
(HapacTaHue OJBIIIKH, BIUIOTh /10 OJABIIIKHU B MoKoe€). [Ipu npoBeneHnn KOMILIEKCHOTO
KJIMHUKO-JIy4€BOr0 OOCIIEIOBAaHUSI OHO XapaKTepHU30BaJIOCh HAPACTAHUEM KOJIMYECTBA
kucT Ha KT, yxynmenuem nepdy3uonnbix nokazateneit Ha ODIKT, BbipakeHHbIMU
HapyuieHusiMu nipu nposegaeHnu KM®OB/I: napymennss MeXaHMKU HOCUJIM CMEIIaHHbIN
XapaKkTep, BBIABISUINCh KaK OOCTPYKTHBHBIE, TaK M PECTPUKTUBHBIE H3MEHEHUS B
COYETaHUHU C PE3KHM YXYAIICHUEM YyCJIOBHH razooOmeHa B yierkux (cHrmkeHue JKEJI,

O®BI1, nuddy3uoHHON CTOCOOHOCTH JIETKUX) (PUCYHOK 21).
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Pucynok 21.— bonbnas K., 40n. (/b 48746/C2017). Tpetba rpynmna nud@y3Hoit
dbopmbl TuMpaHTHOIEHOMUOMATO3a JIETKUX

Conocrapienune nuHamuku nokazareneid KUO®B/I (B % oT 10KHOTO) U TaHHBIX
KT. Ha KT ot 08.12.2011r. (a), 28.03.2013r. (6, B) u 14.05.2016r. (r) oT™MeuaeTcs
HapacTaHHe YKMCiia MHOXXECTBEHHBIX MEJIKUX TOHKOCTEHHBIX BO3JIYXOCOAECPKAIINX KUCT
B JICTOYHOM TKaHM, YACTHYHOE CIUSHUE UX MEXIYy COO0O0M, BEIpaKEHHBIE TBYCTOPOHHUE
mubdysasie  nepdysuonnbie  HapymieHus npu  ODIKT (B) wu  yxynmieHue
(yHKIMOHATIBHBIX TMOKa3aTesel, CBUIETEIbCTBYIONINX O BBIPAKEHHBIX PECTPUKTUBHBIX
U 1 Py3MOHHBIX HAPYIICHUSAX (T)
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IIpu npoBenenum tepanuu uHruOuropamu mTOR y 14 nauumeHTOB TpeTheit
IpYNIbl BRISIBISUICSA YaCTUYHBIA perpecc aum¢ocTas3a B KIETYATOUHBIX IMPOCTPAHCTBAX
U B JIETOYHOM TKaHW, YAaCTHYHBIA DPETPECC XWIOTOPAKCa, XWJIE3HOrO IEepUKapAMTa,

XHUJIE3HOTO acIuTa, CTa0miIn3anus QyHKIIMOHAIBHBIX IMOKa3aTelIe (PUCYHOK. 22).

BneTopakanbHble U3MEHEHUS! ObUTH BBIABJICHBI Y 30 MAIllUEHTOK TPEThEH TPYMIIbI:
JeHOMHOMBI MaTKu — Yy 14 OOJBHBIX, JEHOMHOMBI MOYEK — y 8, meueHu — y 3 ,

BHCOPTaHHBIC JICHOMHUOMBI — y 13, JICHOMHOMBI CPpCOOCTCHUA — Y 6 IIalIUCHTOK.

Takum oOpazom, IS MAIMEHTOK TPETheW TPYIIbl OBLIO XapaKTEPHO OBICTPOE
MPOrpPECCUPOBAHUE TIpollecca C HapacTaHHEM KHUCTO3HOM TpaHchOpMaIuu JIETOUYHON
NapeHXUMbl, HaJU4YHEeM OCJIOXHEHUW TeueHus 3a00JieBaHMs U  yXYIUICHUEM

(yHKIHMOHAIBHBIX MTOKA3aTeeH.

[Ipn nmpoBeneHUM CTATHCTUYECKOIO aHAIW3a C MCIOJb30BaHMEeM nakera SPSS —
20.0. m pacyetoM TO4YHOro Kputepus Pumepa (p) y HALUEHTOB TPETHEH TPYIIIIbI
maddysnort  dopmer  JIAM OB CTAaTUCTHUYECKM  3HAYMMO  ONPEJCIICH
NPOTPECCUPYIONINI  XapakTep Te4YeHHus 3a00yieBaHMS, CBS3aHHBIA C HAIWYHEM
cineaytonux KT-npusHakoB: HapacTtanue pazmepoB u konuudectBa kKuct (TKD, p < 0,
001), mosiBnenue kuct, nuametpom 6osee 10mm (TKD, p <0, 03), cnmusiaue kuct (TKD,

p <0,01), mumdocras (TKD, p <0, 001).
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Pucynok 22. — bonwsnas C., 53r. (U/b 33787\C2017). Tpetbs rpynma nuddy3HOM
dbopmbl TUMpaHTHOIEHOMUOMATO3a JIETKUX

Conocrasnenne auHamuku mnokazarenet KUOBJ (B %) u KT. Ha KT or
15.07.2011r. (a, B) m 09.09.2013r. (6, r) oTMEYaeTCs YaCTHUYHBIA pErpecc OTeKa
WHTEPCTHIMSA, OTEeKa IKUPOBOM KIETYATKH CPEJOCTCHHS U  MPaBOCTOPOHHETO
XWJIOTOPAKCa, BBIPAKEHHBIC ABYCTOPOHHHME AMQQY3HBIE NMepdy3UOHHBIC HapYIICHUS
npu ODIKT (x), ynydmienre QyHKIIMOHATBHBIX MMOKa3aTenei (e)
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4.4 KIMHUKO-TYYEBBIE XAPAKTEPUCTHUKHA TEUECHHS 3a00JIEBAHUS YV MNAIMEHTOB C

v3J10BOI hopMOM TUMGPAHTHOJIEHOMHUOMATO3A JIETKUX

s y3noBoit popmer JIAM, BbiBI€HHOW y 15 manueHTOK, ObUIO XapakTEepHO
OJlaronpusATHOE TEYEHHE Mpoliecca C MEJICHHBIM HapacTaHUEM 4YHUCiIa M Pa3MEpoB
OKpYTJIBIX OOpa3oBaHuid (y 5 TAIMEHTOK) B JIETKUX, OTCYTCTBHEM CYIIECTBEHHBIX

n3meHennt npu nposeneHu KU®OB/[ 1 OD®IOKT (pucyHnok. 23).

i |

| 8

= flflco

0
2009 2010 2011 2012 2013

Pucynox 23. — Ilammentka K., 42r., (amOymaropuas kapta Ne 66938/A12).
V3noBas hopma muMdaHTHOIEHOMUOMATO3a JIETKUX
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Ha KT ot 14.05.2012r. (a, 6) u 15.12.2014r. (B, T) OTMEUYaeTCsl HE3HAYUTEIHHOE
HapacTaHWE€ pa3MepoOB M KOJIMYECTBA OYAroB B JIEroYyHOM TKaHH. OTCyTCTBUE
n3menenuit npu ODIKT (1), crabunbuble nokazarenu KUOB/ (e)

VY 3 namueHTok ¢ y3noBod (opmoit JIAM oTMeuanoch W3MEHEHUE CTPYKTYpHI

MATKOTKAHHBIX Y3JIOB B JISTOYHOM TKaHM C IIOSBJICHMEM B 4YacTH M3 HHUX

BO3JIyXCOJEPKAIUX MOJOCTEH (PUCYHOK 24).

Pucynoxk 24. — Ilanuentka b., 53r. V3noBas dhopma nuMmdanrronaeiiommomMarosa
JIETKUX

Ha KT 3a nepuon nabmogenus ¢ 01.11.2011r (a, 6) mo 30.04.2013r (B, 1)
OTMEYaeTCs yBEIMYCHHE Pa3MEpPOB M KOJIWYECTBA Y3JIOBBIX OOpa30BaHUU B JIETOYHOMN
TKaHHW, W3MEHCHHUE CTPYKTYpPHl y3JIbl B MapaMeIUuacTUHAIBHBIX OTAeNax S7 crpaBa -
MOSIBJICHUE B HEM BO3IyXCOJEPKAIIUX BKIFOUCHUN

Y oHO# MaMEHTKH OTMEUaJICsl perpecc HOMYJIAPHBIX 00pa30BaHMI B JIETOYHOM

TKaHU (TUCTOJOTUYECKU BEpUUIIMPOBAHHBIE JEHOMHUOMBI), 00Opa30BaHUS B IPABOU
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none nedenu (neriomuoma mo aanueiM MPT, Y3U) na ¢one ycraHoBieHHs KIMMakca

(pucyHok 25).

A T 11012

M

O] T

;I.fl-JI a

Pucynox.25. — ITanmmenTka T., 551. Y3noBas numbaHrnoieioMuomMaTo3a JETKIX

Ha KT ot 30.09.13 (a, 6) u 04.12.15 (B, r) OTMe4aeTcsi YMEHbBIIIEHHE Pa3MEPOB
HOAYJSIpHOrO 00pa3oBaHMsI B TapaMeIMACTHUHAIBHBIX OTAeNax S5 JIEBOro JIETKOro,
M30JICHCHOTO TTApEHXHUME MeYeHU 00pa30BaHUs B MPABOM J0JIe

BHCTOpaKaJ'IBHBIG W3MCHCHUS OBLIM BBISIBICHBI y 10 HanucHTOB C y3JIOBOI>'I

dopmoit JIAM: neitomromMbl Matku — y 10 OOJBbHBIX, JIGHOMHOMBI TO4YEeK — y 1,

aeiiomroMa redeHu —y 1 G0JIbHOM.

Takum oOpaszom, y3noBas ¢opma JIAM xapakrepuszoBasiach OJarompHUsITHBIM
TEYCHHEM: B OOJIBIIMHCTBE CIy4aeB OTCYTCTBHEM BBIPAKEHHBIX HAPYIICHUH

(GyHKUMOHANBHBIX TIOKa3aTenel u orpuuaTenbHoi fuHaMuku npu KT.
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4.5 KIIMHUKO-TYYEBbIE XaPAKTEPUCTUKU TeYEeHUS 3a00JIEBAHUSA V ITAIIMEHTOB CO

CMEIIaHHOM d)ODMOﬁ HHMd)aHFHOHeﬁOMHOMaTOBa JCTKHUX

[Tpu cmemanuoit hopme JIAM, BeisiBeHHOU y 4 60nbHBIX, HA KT onpenensimch

npu3Haku kKak aud@y3Hoi, Tak W y370BOM (OpM C MpU3HAKAMHU MPOTPECCHUPOBAHUS

npoiiecca y IByX OOJIbHBIX (PUCYHOK 26).
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Pucynox 26. — IlammenTtka 3., 44r. (U/b 34771/C2017). T'mctomornuecku
BepUPHUIIPOBAHHAS CMelIaHHas popMa JIUM(aHTHOIEHOMUOMATO3a JIETKUX

Ha KT ot 21.02.2011r. (a, B), 02.12.2014r. (0, r) 0OTMEUYaeTCs NpOrpecCUupPOBaAHUE
KHCTO3HOTO M 0Y9aroBOT0 MOPaXXEHHsI B IETOYHOW TKaHU, IBYCTOPOHHHE MepQy3UOHHBIC
Hapymenust ipu OOIKT (1), yxyamenue nokazareneit apixanus npu KUDOB/] (e)
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BueropakanbHble M3MEHEHHsSI ObUTH BBIABICHBI Y 4 MAIlIEHTOB CO CMEIIAHHOM
dopmoit JIAM: neiioMHOMBI MaTKu — Yy 2 OOJBHBIX, JIGHOMHOMBI TMOYEK — Yy 2,
J€HOMHOMBI IEYEHH — Y 2 TAIUEHTOK.

Takum o6pazom, Haiuuue cMemaHHoN ¢dopmol TuMdaHTHONIeOMIOMAaTO32a
JIETKUX TIOJITBEPXAACT €AUHBIA MexaHu3M (popmupoBanus pasueix ¢popm JIAM, a ero
Oonee TspKENmoe TeueHue, yeM ysnoBas popma JIAM MokeT CBUAETEIHCTBOBATH O TOM,
YTO OHO CBSI3aHO C AU(PQY3HBIM MOPAXKEHHUEM COCYIUCTOrO pycia, MPUBOIAIIMM K
BBIPAKEHHBIM NIEPPY3UOHHBIM U TU(DPY3UNOHHBIM HAPYIICHUSM B JIETOUHON TKaHU.

IIpu nmpoBeneHUM CTAaTUCTUYECKOrO aHajiu3a C MCHOJb30BaHHEM nakera SPSS —
20.0., pacueTroMm ToyHOrO KpuTepus Puiiepa (p), aHanu3e pe3yJbTaTOB UCCICAOBAHUS
no anroputmy «CHAID» ¢ moctpoennem «/lepeBbeB pelIeHUI» U MPOTHO3UPOBAHUS
TEYEHUs Tpollecca Mpu mojadope Hanbosee 3HAYMMBIX MPU3HAKOB OBLUIN OMpEETICHBI
CIEAYIOUINE 3aKOHOMEPHOCTH:

VY manuenToB BTopoil rpymmbl auddy3Hoit dopmbl JIAM Obul cTaTUCTHYECKH
3HaYUMO OIIpE/IeTICH MIPOrPEeCCUPYIOLINI XapakTep TeueHus 3a00IeBaHMsl, CBI3aHHBIN C
HanuuueMm crnenyromux KT-npusnakoB: Hapacranue pasmepoB (TK®D, p < 0,05) u
konuyectBa KUCT B auHamuke (TK®, p < 0,0001), ciusaue kuct (TK®, p < 0,003),
HaJu4ue ux «mapajaokcanbHoi BeHTusanuny (TKD, p < 0,05).

VY manuentoB Tperbed rpynmbl auddysHon Gopmbl JIAM OB CTaTUCTHYECKH
3HaYUMO OIIPEIETICH IPOrPECCUPYIOLINI XapaKkTep TeueHus 3a001eBaHMsl, CBI3aHHBIN C
HanuuueMm cnenyromux KT-mpu3zHakoB: HapacTaHue pa3MepoB U KOJUYECTBA KHUCT
(TK®, p < 0, 001), nosBnenue kuctr, nuamerpom Oosee 10mm (TKD, p < 0, 03),
cmusiuue kuct (TK®, p < 0,01), Hapactanue oTeka mnepudeprudecKoro JEroyHoro
unrepcrunus (TKD, p <0, 001; p = 0,000, Xu-kBagpat 90,073), nHeBMOXUIO0TOpPaAKC (P
= 0,001, Xu-kBagpar 10,649), pacupenue cTBoia ierounoit aprepuu 6omuee 30mm (p =
0,001, Xu-xBaapar 10,910). OTpunarenbHas 3aBUCUMOCTb OIPECIsIach P HATUYUN
muMmpanenonatun xuBota (p = 0,003, Xu-kBang par 71,979), yto ObUIO CBSI3aHO C
perpeccoM MaToJIOTHYECKUX U3MEHEHHM Ha ()OHE MPOBEIEHUS ATHONATOTEHETHUECKON

TEparnu.
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BonnooOpasnoe Tteuenne JIAM Obuto cBsizaHo ¢ BbisiBieHueM 1pu KT
BHyTpurpyaHou numdanenonatuu (p = 0,000, Xu-xBaapar 147,325), oIHOPOJHBIM
pacnpenesneHueM KUCT, KaK B SJIEPHBIX, TAK U B KOPTHKAJIbHBIX OTAENAX JErKux (p =
0,000, Xu-kBagpar 41,029) u tengenuueir k ux ciausauo (p = 0,000, Xu-xBaapar
17,000).
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I''TABA 5. KIIMHUKO-JIVYEBBIE XAPAKTEPUCTUKN KOMOPBU/IHOT O
TEYEHU S TUM®AHTMOJTEMOMUOMATO3A JIETKUX

KomMopOunnbie mporiecchl ompenensiuchk y 25 OonbHBIX (TepBas Tpyrina
nuddy3noit hopmel JIAM — y 1 manmenTtku, Bropas rpynna auddysnoi dopmer JTIAM
—y 3; Tpeths rpynna auddysnon popmsl JIAM — y 17 mauuenrtos, y3nosas popma —y
4 OONBHBIX: aJbBEOJAPHO-UHTEPCTULIMAIIBHBIA OTEK JIETKUX (B PE3yJbTaTe CEpACHHOU
HegoctatouHoct Wik PIIC — y 4 manuentok), TOJIA —y 11 GosibHBIX, IPUCOETUHEHHE

Bocnasienus y 10 manuenTtoB (Tabnuna 11).

Tabmuuma. 11. — KomopOuaHble NpoIECcChl, BBISBISAEMbIE TPH JTy4YE€BOM

06CJ'I€I[OBaHI/II/I Yy NaOuCHTOK C HI/IM(I)aHFI/IOJICI\/'IOMI/IOMaTOSOM JICTKUX

®opma Yucino KomopOun- | Otek nerkux | Bocnmanenn | TOJIA
OOJIBHBIX HOCTh e
AbGc % | Ab6c. % Aolc. %
AoOc. % AoOc. %

b

Tubdysna |64 77,1 |21 [32.8 [4 [63 [8 [125 [9 |14,
A

V3noBas 15 4,8 4 26,7 - - 2 13,3 |2 13,3
Cwmemanga | 4 18,1 1 25 - - - - 1 25
s

Bcero 83 100 26 31,3 |4 4.8 10 12,0 |11 13,3

Takum oOpa3oM, KOMOPOHWIHBIE MPOIECCHI B JIETKUX OMPEACISIINCh Y TPETH
nanueHToB ¢ JIAM (26 OGompHbIXx — 31,3%). HaumbGonee wacTo omnpeaensiioch
npucoeaunenne TOJIA (13,3 %) u Bocnanenus (12,0%).

Pacnipenenenrie KoMOpOMAHON MATONOTUH 10 rpyrinaM 1uddy3Hoit popmer JIAM

npeAcTaBieHo B Tabmuie 12.
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Tabmuma 12. KomopOugHbele TpPOLECCHl, BBIABISAEMBIX NPU  JIy4EBOM

oOcliieioBaHNM Yy ManueHToK ¢ auddy3Hoit dopmoit rMbaHTHoIeHOMUOMATO30M

JIETKUX
®opma | Hucio Komopbun- | Otek nerkux | Bocna- TOJIA
OOJBbHBIX HOCTh JICHHE
AOc. % Aoc. % | Abc. % Aobc. % | Abc. %
Hud- 64 77,1 |21 32,8 |4 6,3 8 12,519 14,1
dy3Has
V3noBas | 15 4,8 4 26,7 | - - 2 13,32 13,3
Cwme-
1aH- 4 18,1 |1 25 - - - - 1 25
Has
Bcero 83 100 |26 31,3 |4 4,8 10 12,0 | 11 13,3

Takum oOpa3om, KOMOpPOWIHBIE TMPOLIECCHI B JIETKUX Haumboiee YacTo
OmpeNesUInCh y manueHTok 3 rpynmbl  auddy3Hon  Gopmbl  MMQaHTHO-
aerioMmuoMaTo3oM Jierkux (17 O0nbHBIX).

Haubonee rpo3HbIM KOMOPOMAHBIM COCTOSTHHEM, BBISBISIEMBIM Yy MAIUEHTOK C
JIAM sBuUJCS OTEK JIETKHX, BBISIBIECHHBIN Y 4 maneHTok. [Ipu 3ToM BeayumM MeTo10M
auarHocTuku siBnsiiach KT, Tak Kak BBIMOTHEHHE (PYHKIIMOHATBHBIX OBLIO TECTOB

HEBO3MOXKHO M3-3a TSXKECTU COCTOSIHUA (PUCYHOK 27).
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Pucynok 27. — Ilammentka A., 591 (/b 34771/C2016). Tpetbs rpymma
nuddyznoit popmel JIAM. AbBeONIIPHO-UHTEPCTULIMIIBHBIA OTEK JIETKUX

Ha KT  nonoxwurenpHas  AMHAMUKA  JBYCTOPOHHUX  aJbBEOJISIPHO-
WHTEPCTUIIMAIBHBIX U3MEHEHUH B JierouHou TkaHu oT 23.02.16r (a, 6) k 21.11.161 (B,
r) Ha (OHE JICUCHHs B YCJIOBHUSIX peaHuMarmoHHoro otaeneHus. KT-kapTtuna tperseit
rpynnbel - guddys3Hoir  popmel  JIAM:  MHOXECTBEHHBIE MEJIKHE TOHKOCTEHHbIE
BO3JyXCOAepKalue KHCThl B obOoux Jerkux, 0e3 KT-mpuznakoB HapacTaHus
MYJIBTUKUCTO3HOM TpaHchopmaruu (a, B)

[Ipucoenunenne TOJIA, Boisinennoe y 9 (10,8%) manueHTOB KIMHUYECKU OBLIO
CJIO’KHO JUArHOCTUPOBATh, T.K. KPOBOXapKaHbE, OJBIIIKA U TICBPAIbHBIN BHIMOT ObUIH
XapakTepHBl JUIsI OCHOBHOTO 3a0oJieBaHMs. BbIsBICHHE JTOW KOMOPOUAHOCTH
TpeboBano mpuMeHeHuss KT-anruorpapuu um ODPIOKT a5 OIEHKH JaBHOCTH H

pacrpoCTpaHEHHOCTH Tpoliecca (PUCYHOK 28).
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Pucynox 28. — Ilammmentka B., 561, (U/b 12324/C2014). TOJIA npu y3moBoit
dbopme eriomuomaTo3a

IIpu wHatuBHoit KT B J€royHoM »SJIEKTPOHHOM OKHE (a) OMpPEAeIIsIFOTCS
MHO>XECTBEHHBIC MSATKOTKAHHBIC Y3JIbI OKPYTJIOW (OPMBI, BBIpA)KCHHAS MO3aHMYHOCTH
JErOYyHOM pHuCyHKa (0OCTpyKTHUBHBIE, mnepdy3uonHble Hapymenus). Ha KT B
MSATKOTKAHOM 3JIEKTPOHHOM OKHE B JIEBOM TJIaBHOW BETBU JIETOYHOW apTepuu
OMpeNeNsIeTCs MaTOJIOTHYECKOe OOBI3BECTBIICHHE HENpaBUiIbHOH  dopmbl  (0),
MOATBEPKIAEMOE MPU MPOBEEHUU OOIIOCHOTO KOHTpacTupoBanus (), mpu OOIKT —
nepdy3noHHBIE HAPYIICHUS TPEYTOIbHOM (POPMBI B CYyOIUIEBPAIbHBIX OT/ENAX (B)

Y 10 (12,0 %) OonpHBIX Ha MO3AHMX CTaausIX 3a00JeBaHUS IOSBIISINCH
WHOUIBTPATUBHBIC W3MEHEHUS WHTEPCTUIMAIBHOTO (BCICACTBUE TMPUCOCTMHCHUS
BUPYCHOW WH(MEKIMH WM ITHEBMOIMCTHOW MHEBMOHHHM) W (WMJH) aJbBEOJIIPHOTO
xapaktepa (mpucoeAMHEHUE OaKTepHaIbHOW (JIOpHI), YTONILIEHHE CTEHOK KHCT H

MOSIBJICHUE BOCHIAJIUTEIILHOTO COJIEPKMMOI0 B UX TMOJOCTAX (PUCYHOK. 29).
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Pucynox 29. — Ilaumentka I'., 351. (/b 5676/C2005). Bropo# tun nuddy3noit
dbopmbl TUMbaHTHOIEHOMUOMATO3a JIETKUX, OCTIO)KHEHHOW BOCTIAJICHUEM

Ha KT or 14.11.2005r. (a, 0, B, T), ONPEACISIIOTCS MHOKCCTBCHHBIC MEIIKUE H
KpPYITHbIE BO3AYXCOAEPKAIllEe KUCThI B JIETOYHOM TKAHU, CTEHKU KOTOPBIX YTOJIIEHBI,
BOKPYT HHMX  BBIABIISIETCS  PACOpPOCTpPAHEHHass WHQUIbTpAUUs  ajJbBEOJSIPHO-
MHTEPCTUIMAIBHOIO XapakTepa (BOCIajJeHue, BBI3BAHHOE CUHETHOMHOW MaJI04YKOMN)

Y 2 OonbHbiXx BocnamutenbHble u3MeHeHuss npu KT omnpenemsumch kak
NOSIBJIEHUE NEPUOPOHXHANBHBIX HWHQUIBTPATUBHBIX HW3MEHEHUH U  JIOKAJIbHBIX
OpOHXOTeHHBIX O4aroB HebOombmoro auamerpa (o Smm) — KT-kaptuna «aepeBa B

novkax» (pucyHok 30).
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Pucynok 30. — Ilammentka b., 33r. (M/b 2123/C2014). T'uctomoruvecku
BepuuLIMpOBaHHas y30Bas hopma
KnuHuKO-peHTreHoornyeckas KapTHHA TMPUCOSAMHEHUS  BOCHAIMTENbHBIX

U3MEHEHU (TI0 TUIy OpPOHXOIHEBMOHHH) B S8 HWKHEW JOJU JIEBOIO JIETKOTO OT
11.03.2014r (a, 6) ¢ moaHBIM perpeccoM n3MeHenui k 26.03.2014r (B, r)

DOopMUPOBAHUE MULIETOM, BBISIBICHHBIX Y 2 NAlUEHTOK, XapaKTEPU30BAIOCH MPH
KT mnosiBieHuEeM COAEPKUMOIO MSTKOTKAHHOM IUIOTHOCTH B KucTax. g HUX Obu1
XapaKTEPEH CUMIITOM «IIOTPEMYIIKH» — HU3MEHECHHUE IOJIOKEHHUS COJCPKUMOTO0, IPU
W3MCHCHUU TIOJIOKEHUSI Tejla NpPU CKAHUPOBAHWM M PErpecc NpU IPOBEACHUU

MPOTUBOMHUKOTHYECKOU Tepanuu (pucyHok 31).
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Pucynox 31. — Ilammentka ®., 53r. (U/b 3234/C2017). llonmoxxkurenbHas
JUHAMUKa MHKOTHYECKOrO Ipollecca B BEPXHEH [0Jie JIEBOrO JIErKOro Ha (oHe
IPOTUBOMUKOTHYECKOW Tepanuu

[TonoxuTenbHas AMHAMUKA MHUKOTHYECKOTO MpoLiecca B BEPXHEW J10JI€ JIEBOIO
JIETKOTO — perpecc BHYTPUKHUCTO3HOU nHpmibTparuu ot 17.05.17 (a, 6) x 12.12.17 (B,
') Ha (poHE MPOTUBOMHUKOTHYECKOU Tepanuu

Takum 00pazom, KOMOPOHUIHBIE TPOIECCH JETOYHON TKAHW BCTPEYAIUCH YaCTO
(OBLTH BBISBJICHBI Y TPETHU MAIIMEHTOR), MPOTEKAIH TSKENO0 (B psJie CIy4aeB — C yIpo3on
KHU3HU), TpeOOBalIM HA3HAYCHHS OMOJIHHUTEIbHOW Tepanuu. lIpoBeneHue TydeBBIX
UCCJIEIOBAHUI TTO3BOJISUIO BBISIBUTH JIydeBbIe MpU3HAKU HE xapakTepHbie it JIAM u
MPEIMONIOKUATH TPUPOTY KOMOPOUTHOTO TIpolLiecca.

[Ipy mpoBeeHHH CTATHCTHYECKOrO0 aHaIM3a C MCIOoJIb30BaHUWeM makera SPSS —

20.0. 1 pacuerom ToyHOTO KpuTepus dumiepa (p) yxXyAllleHHEe TeYeHUs 3a00JI€BaAHUS Y
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NaIMeHTOB BTOPOU U TpeTheil rpynn auddysnont popmsl JIAM Ob1I0 cTaTUCTHYECKH
3HAYUMO CBS3aHO C HATMYMEM KOMOPOUIHOM MaTOJIOTHU:

— BOCHAJIMTENILHOTO XapakTepa: HajJu4he WHQWIbTpAUU albBEOJIIPHOTO
xapaktepa B jerounoit Tkanu (TK®, p < 0,02), yrommienue creHok kuct (TK®D, p <
0,001), mnosBienne coaepxumoro B kucrax (TK®, p < 0,001), nanmuuue
auMQaaeHonaTU BHYTPUTPYIHBIX TPYII C MONEPEYHBbIM pa3MepoM JIMM(ATHYECKOro
y3na 6oisiee 15mMm (TKD, p < 0,005);

— COCYIUCTBIX OCJOKHeHU: Hanuuue uHpapkroB jerkoro npu KT (TK®, p <

0,01) 1 ipu ODPDKT (TK®D, p < 0,04).
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['JIABA 6. JTUO®DEPEHLIMAJIBHA S JUATHOCTUKA KUCT
B JIETOYHOM TKAHU

B rpynny auddepeHnmaibHO AMATHOCTUKH OBLIO BKIIOYEHO 29 OOJBHBIX
KEHIIMH, HMMEIOINUX KIMHUYECKYI0 CHMIOTOMATHKY, cxoaHyio c¢ JIAM (oxbluika,
peuuauBupyronme nueBMoTopakchl) U KT-usmenenust Bo3moxkHoro JIAM: nHanmume
KHCT B JIETKUX, MHTEPCTULIMAIbHbIE MU3MEHEHUS B JIETOYHON TKAaHW, ITHEBMOTOPAKC,
MJIEBPAIbHBIN BBHITIOT, OCJIEICTBUS JIETOYHOI'O KPOBOTCUCHHUSI.

I'uctuonuro3 X nerkux (I'X) Obul BbIsIBIEH y 8 OOJBHBIX, MOCHEACTBUS
nepeHeceHHo Oponxoserouno aucrasuu (bJIJl) — y 2, mociencTBust mepeHeceHHOM
nHeBMouucTHON mHeBMoHuu (I11T) —y 3, Oyiel —y 11, peakue KUCTO3HBIE MOPAKEHUS
y 5 manuenTtoB (kucto3Hble metactaswl, JIUII, TIIIDI). Cpenuuii Bo3pact OOIBHBIX
coctaBysia 34,2+10,3 roxa (3x/m — 29/0).

BcemM mnamueHtam ObUIM  BBINOJHEHBI KIMHUYECKHUE U JIYYEBBIE METOBI
uccienoBanus (peHrrenorpadus B nByx npoekuusx, KT, Beicokopazpemaromias KT
(BPKT), a Takxxe koMILIeKCHOE uccieaoBanue Gpynkiuu BHenrHero apixanus (KUOB/I)
u oaxokapauorpadusa. Ilpum HeoOxomumocTH BBIMOIHSAINCH DyHKIHOHANIBHOE KT-
uccnenoBanue «Ha Boiioxe» (y 17 6onpHbIX), OOIKT (y 20 manueHToR).

Jis  tuctHonmTo3a X JIETKUX ObUIa XapaKTepHa CTAJAMMHOCTh TCUCHHUS
3aboneBanus. Ha paHHuX cragusx 3a0oiieBaHUS B BEPXHUX OTJAENAX JIETKHX
BBISIBISUIUCh XAOTUYHO PACTIOJIOKEHHBIE MEJIKUE HHU3KOIUIOTHOCTHBIE odaru (y 6
OOJIbHBIX), KOTOpbIE MO3/HEE MPeoOpa3oBhIBAIUCh B KUCTHL. [Ipu mporpeccupoBaHuu
3a00J1€BaHUsl KUCTHI CIMBAIUCH MEXAY cO00M mproOpeTast BETBSIILYIOCS, 3BE34aTYIO,
KJIeBep000a3Hyl0 (opMy, TOJIIMHA MUX CTEHOK Obula OOJbllIEe, YEM CTEHOK KHUCT IpHU
JIAM wu cocrasisina 10 4mm.

Ha mno3gnux cragusx 3a0osieBaHusi HAOIIOJAIOCh CYyOTOTajdbHOE KHCTO3HOE
3aMelIeHHE JIeTOYHON TKAaHM U COYETaHWe KUCT ¢ 3Mpu3eMoil. M3MeHeHus HocWIH
JIBYCTOPOHHUM CHMMETPHUYHBIM XapakTep, C JOKAIHU3aLUEHd IPEUMYIIECTBEHHO B
BEPXHUX M CPEIHMX OTJenax JIerKUX, OTMeYalach WHTAKTHOCTh HWIXKHUX OTJICJIOB

JeTKUX U pedbepHoanadparMaabHbIX CHHYCOB (PUCYHOK 32).
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Pucynok 32. — BapuanTts! kuct nipu I'X
Tpanchopmuus ovara B KucTy (a) HempaBuibHas ¢opma KucT (0), CIMsIHNAE KUCT
(B), coueranue ¢ ambpuzeMoit (T)

Taxke kak u JIAM, 3a0oneBaHWEe  OCJOXKHSIOCHh ITHEBMOTOPAKCOM,
BHETOpaKaJbHbIE HW3MEHEHHS OBbUIM JPYyTMMH, BKJIIOYAIM TOPAXKEHUE KOCTEH W
runodusa (pucyHok 33).

ConocraBnenue nanubix KT-uccinenoBanus (cpe3 BBINOJHEH Ha YPOBHE MPABOT0O
BepxHeoseBoro oponxa) ot 06.2012r. (a), 10.2014r. (6), 03.2016r (8) u KUD®B/] ().
Ha KT ompenensitorcsi MHOXXECTBEHHBIE, CIIUBAIOIINECS MEXKIY CO0O0M TOHKOCTCHHBIC
BO3IyXOCO/EprKalllie, HEMpaBWIbHOU (OPMBI KUCTBI (MO THUIY <JIMUCTa KIIEBEpay).
OtMeuaeTcsi HapacTaHUE HUX pPa3MEPOB, HAIMYUE «IAPAJOKCATbHOW BEHTUWIISIIUN,
€AMHUYHBIE, XaOTUYHO PACIOJI0KEHHbIEC, HU3KOIJIOTHOCTHBIE OYaru B BEPXHHUX OTAEIaxX
Jerkux ¢ ooeux cropoH. 1o pesynsraram KU®BJI — kpaiine peskue GyHKIIMOHAIBHBIC

HapyLICHUs] NPOXOAMMOCTH JAbIxaTenbHbIX NyTei: cHumxkeHue JKEJI, ODBI1, unaekca

Tuddno.
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FCa T,

‘ f\f'fy «Me‘

Pucynok 33 — bonwnas U., 35 n., (U/b 3276/C2016). ['uctuonuros X nerkux

Y 3 nanmueHTOB C THEBMOLMCTHOW MHEBMOHUEH OBUIM BBISBICHBI KHUCTHI B
JIETOYHOU TKaHHU. Y 2 OOJBHBIX OHH OINPEISSIUCh IPU OTCUHON U aTEIEKTaTUUECKOM
CTaqusAX, KOTOPBIE KIMHUYECKH MPOSBISUIMCH JIMXOPAAKOW TEKTUYECKOro THIIA,
HAJIMYUEM CYXOT0, HAJACAaAHOIO Kallld, OABIIKOW. V3MeHeHus B aHaiM3ax KpOBU
XapaKkTepU30BaIUCh yMepeHHOU JeiikoneHue. Yposenb CJI4 (ompenesieHHBIH
BIIOCNeACTBUM) cocTaBisn 156+94/mxn. Ilpu mposegennu KT wa sTux cramumsax
ONPENEISUINCh JIBYCTOPOHHUE WHTEPCTUIMAIbHBIE U3MEHEHHs, OOBICHSIOIMECS MpHU
BBINIOJIHEHUH  BBICOKOPA3pPEIIAONIE KOMIIBIOTEPHOW TOMOrpauu paBHOMEPHBIM
YIUIOTHEHUEM MPEUMYILIECTBEHHO BHYTPHUAOJIBKOBOTO MHTEPCTULMSA BO BCEX OTIEIAX
JIETKUX, YYaCTKaMH aTEJICKTAa3UpPOBAHUS JIETOUHON TKaHHU. Y 2 OOJBHBIX YK€ Ha 3TOM
JTamne B SACPHBIX OTAENax JIETKUX OINPENEISUINCh TOHKOCTEHHBIE MEJKHE (10 SMM)

BO3/IyXO0COJIepIKaIllie KUCTHI (PUCYHOK 34).
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Pucynoxk 34. — bonbnas K., 43r. [TneBMonucTHAs MTHEBMOHUSA

BPKT 14.03.2014r. (a) — kapTHHa OTEYHOMN CTAUU MTHEBMOIIMCTHOW THEBMOHUU -
JIBYCTOPOHHEE PAaBHOMEPHOE HE3HAYUTEIbHOE MOHUKEHUE MPO3PAYHOCTH JIETOUHOU
TKaHU, Ha (POHE KOTOPOTO OMPEAETSAIOTCA MEJIKHE TOHKOCTEHHBIE BO3AYX0COAEpKaIUe
KHCTBl B SIIEPHBIX OTAENAaX C 00eux CTOpOoH (IJIoxo BUAWMSBIC). [Ipu KOHTpOIBHOU
BPKT ot 09.04.2014r. (60) — otpuuareibHasi AWHAMUKa — TEPEXOJl Mpoliecca B
aTeJEKTaTUYECKYyl0  CTaJUI0 —  HapacTaHue HWHQWIBTPATUBHBIX  U3MEHEHUH,
MpUOOPETEHNE UMH aJbBEOJIIPHOIO XapaKkTepa ¢ MpU3HAKaMU YMEHBIIIEHUS 00beMa, Ha
dboHe uYero KHUCTBI BUAHBI Jyulle (KOJIMYECTBO UX YBEIUYHIOCh, MEXaHU3M
oOpazoBanus — mnHeBMaronene). Ilpu konrponsHoit BPKT ot 05.05.2014r. mocrne
MPOBEICHUS] AaHTUPETPOBUPYCHOW M MPOTUBOMUKOTUYECKOW Tepamuu (B) OTMEYaeTCs
BBIPAKEHHASI MOJOKUTENbHAS JUHAMUKA — BOCCTAHOBJICHUE ITHEBMATU3AIUHU JIETOYHON
TKaHH, COXPAaHEHHUE KUCT (OMATH MJI0XO BUIAUMBI).

Y 1 OonpHO# Oblna BbISIBIEHA OSMdU3EMaTO3HAs CTAausd MTHEBMOIMCTHOM
nueBMoHnn. OHa qutenbHO Habmomanuch B BUY-mienTpe, omHAaKO CKphIBajga CBOU
JIMarHO3 W KOHCYJbTUPOBANach y IIyJIbMOHOJIOTA MO TMOBOAY OZABIMKU. OcCTpoii
BOCMAJIUTEJILHOW KJIMHUKU Y HeE HE ObLIO, CYIIECTBEHHBIX HM3MEHEHHH B aHaln3ax
KPOBM  HE  OTMEUAJIOCh,  NPEANOJOKUTEIbHBIE  JUAr€Ho3bl  3BYYAJIM KAk
UHTEPCTUIIMANIbHOE 3a0o0sieBaHUE JIeTKUX (MposiBieHus ructuonuroza X?. JIAM?,
XpOHUYECKass OOCTpyKTHBHas Oone3np Jyierkux?). [Ipu mpoBeaeHWM TPagUIIMOHHOTO
PEHTTEHOJIOTHYECKOTO  HMCCIEAOBAHUS W3MEHEHUsS B JIETKUX HE  BbBIABJSJIUCH.
[IpoBenenune BPKT omnpenensiio Hamuuue pacnpoCTPaHEHHOW —MaHIOOYIISIPHOM
sambpuzemMbl, HOpMUPOBaAHKE OYIIT U BO3TYyXOCOICPKAIINUX KUCT.

N3menenuss B jsierounod Tkanu npu BPKT y 2 nanueHToB, nepeHeclnxX B

NneprnHaTaJIbHOM nepuoaec 6p0HXOJ’ICFO‘IHYIO JAUCIIIIa3uIo, XapaKTCPU30BAJINUCH
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CBOCOOpa3HON KapTHHOM, BKIIOUAIONIEH Hamuune (UOPO3HBIX M3MEHEHUH TSKUCTOTO
XapaKkTepa BHECETMEHTAPHOTO PACIOJIOKEHUS B BEPXHUX OTAENaX C O0EUuX CTOPOH,
yMeHbIIEHUE 00beMa JIErOYHOM TKaHU HIXKHUX JI0JIed ¢ 00X CTOPOH (CO COIMKEHUEM
OpOHXOCOCYJIUCTOTO IMy4YKa W CMEIICHUEM MEXJIO0JIEBON IUIEBPHI), BBIPAXKESHHOMN
HEPAaBHOMEPHOCTHbIO BEHTWJIALIMM JIETOYHOW TKAaHW, YCUJIMBAIOLIEHCS MPU MPOBEICHUU
¢dbyukiumonansHoro KT-uccieqoBaHun «Ha BBIJOXE» C MOSIBJICHUEM TaK Ha3bIBAEMBIX
«BO3AYIIHBIX JIOBYIIEK», (POPMUPOBAHUEM MAHIOOYISPHON IMPHU3EMBbI B allUKATBHBIX
cyOcerMeHTax, BO3AYXOAEpKAINX KHUCT, MPOSBICHUSIMH CTOMKON HMHTEPCTUIMATBHON
sM(pU3EMbl C HAIWMYAEM  TEPUOPOHXOBACKYJSPHBIX  B3AYTHHA  IICHTPAITBLHOTO
uHTepcTUls. POpMUPOBAHUE BO3MYyXOCOAEPKAIINX KHCT, BEPOSITHO HMMEJIO B CBOEH
OCHOBE MEXaHU3MBbI pa3phbiBa JIETOYHON TKaHM C OOpa3oBaHUEM IMHEBMATOlLENe, 00
HAJIMYUEM TepCcUCTUpyromeld 3MmbuzemMbl. Takoro poga HM3MEHEHUS XapaKTEPHBI IS
noclneacTBui nepeneceHHoil bJIJl v moHATHBI, eciiv 3HaTh aHaMHe3 3a00JIEBAHMS, O YEM
y MOJIOJOTO B3pOCJIOrO, HMEBIIETO0 NEpPEl O3TUM NEPUOJ  OTHOCHUTEIBHOIO
OJaromoayuus, Bpad MOXKET He crpocuTbh. OCOOCHHO CIIOKHBIM PEHTTEHOJIOTHYECKUI
JIMarHO3 CTAaHOBUTHCS TOTJAa, Korja Ha ()OHE HU3MEHEHHOrO JIETKOTO pPa3BUBAETCS

BOCIHAJIUTEINbHBIN Mponecc (PUCYHOK 35).
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OBCYXIAEHUE, 3AKIIIOYEHUE U AJI'OPUTM ITPOBEJIEH A
JYYHEBOI'O OBCJIEAOBAHUA ¥V ITAIIMEHTOB C
JIMM®AHTUOJIEMOMHUOMATO30M JIETKHX

JIumdanruonerioMmuomMaTo3 JIerkux — opdanHoe 3a001eBaHue, KIMHUKO-Ty4eBbIC
IPU3HAKH KOTOPOT'O CJI0KHO OLEHUTH B BUJly €r0 pelKoi BcTpeuaeMocTu. [IposiBinenus
JIAM B Je€royHodl TKaHM JOCTATOYHO XOPOIIO H3YYEHBl B paMKax TyOepO3HOro
CKJIEpO3a, OAHAaKO crnopaauueckuii JIAM BbI3bIBA€T MHOIO BOIPOCOB U TpeOyeT
o0CyXJIeHHsI, C UeM coriamaercs psg aBTopoB (Moss J. et al., 2001r., Franz D.N. et al.,
2001r., Costello L.C. et al., 2006r.).

3a0oneBanue  mposiBiAsieTcss  (POPMUPOBAHUEM  TOHKOCTEHHBIX  BO3HYXO-
colepXkKallMX KHCT B JIETOYHOW TKAaHHW, HE BBUIBISEMBIX IPU I[POBEACHUU
TPAAULMOHHOI'O PEHTIE€HOJIOTMYECKOrO0 HUCCIIEIOBAHUS B BUAY HHM3KOW PEHTIEHOBCKOM
IUIOTHOCTH MW3MeHeHHH. [Ipu mnpoBeleHWH TpaJgULMOHHOIO PEHTTEHOJIOTHYECKOTO
UCCIICJIOBAHMSI KapTHHA MOXET ObITh HOPMAaJIbHOM, MOryT OOHapy>XMBAaThCS
MHTEPCTULIMAIbHBIE M3MEHEHMSI B BHJI€ CETYATO-IYEUCTOM Jedopmaiuu JIErOYHOTO
PUCYHKA, BO3MOYKHBI MPU3HAKH YBEJIWYEHHSI JIETOYHOTO 00beMa, IJIEBPAIbHBIN BBINIOT
(0THO- WJIM IBYCTOPOHHUM, MaCCUBHBIA WJIM YMEPEHHBIM, OJHAKO ATHU MPOSIBICHUS HE
ABJIAIOTCS. NMATOTHOMOHUYHBIMU M TPEOYIOT NPOBENEHHUS JIOMOJHHUTEIBHBIX JIy4EBBIX
uccnenoBanuii (Kirchner J. et al., 1997r.).

[Tpumenenue KT ¢ ucnonp3oBaHreM OOJbIION TOJIIMHBI Cpe3a TaK:Ke HE MOTJIO
TPaKTOBaTh A3TH HAaXOAKH, OMNMCHIBAs KapTHUHY JBYCTOPOHHUX MHTEPCTULHAIBHBIX
M3MEHEHUH («MaTOBOTO CTEKJIa», 33 CYET Yero 3a00jieBaHKe U ObLIIO OTHECEHO K TPyIIIe
MHTEPCTUIIMAIBHBIX TMPOLECCOB), KOTOPbIe OOYCIOBIEHbI KOMIPECCUEH KUCTaMu
coxpaHeHHO jeroyHoi Tkanu (Cnepanckas A.A. ¢ coaBT., 2016., Papakonstantinou E.
et al., 2004r.).

[IInpokoe BHeapenue BPKT mo3Bonmiio BBISBISITE TOHKOCTEHHBIE KHUCTBI IPU
JIAM u xapakTepHu30BaTh UX PACIOJI0KEHHUE, COAEPKUMOE, CTEHKY, a TAK)XKE COCTOSIHUE
oKpyxatomei jerouHod Tkanu (AmocoB B.U. ¢ coart., 2015r., UnbkoBuy M.M. ¢

coaBT., 2016.).
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JIAM — tskenoe 3a00jieBaHHE SKEHIIUH MPEUMYIIECTBEHHO JETOPOIHOIO
BO3pacTa, UMeEIoIee HeOIaronpusaTHbINA MPOrHO3, ogHako 1o AaHHbIM M.M. Cohen et
al. (2005r.) u N. Oprescu et al. (2013r.), IpoaOKUTENBHOCTH XKU3HU 001bHBIX JIAM ¢
Hayaja 3a0ojieBaHusl 0e3 TpaHCIUIAaHTALMM JIETKUX COCTaBJISIET OKOJIo 29 jeT, a mopor
JECSTUIIETHEN BBIKMBAEMOCTH IPOXOAAT 86% O0JIbHBIX 0€3 TpaHCIUIAHTAlUU JIETKHX,
YTO MO3BOJIAET NPEANOJOKUTH BO3MOXKHOCTH €r0 JIMAarHOCTHKM Ha Pa3HBIX 3Tamax
3a0osieBaHus, U TpeOyeT 3HAHUE KaK PAaHHUX MPU3HAKOB 0OJIE3HU, TAK U OCIOKHEHHOTO
€ro TEYEHHS.

BaxxHO omnpenenuTb COBPEMEHHbBIE KOMIIBIOTEPHO-TOMOIpAQUYECKUE TPHU3HAKU
JIAM, no3Bosi0IKE OLEHUTh MPOTHO3 3a00JI€BaHUS U KOPPEKTUPOBATh JICYEHHUE, UTO
CTAJI0  OCOOEHHO  AaKTyaJbHbIM C  TMOSBJICHHUEM BO3MOXXHOCTU  IPOBEACHUS
ITUOINATOI€HETUYECKON Tepalny, BBIACIUTH TPYIIbI NAUEHTOB, UMEIOIINE CXOJHbIE
KJIMHUKO-PEHTT€HOJIOTHYECKUE JaHHBIE.

B nuTepaTypHBIX HCTOUHMKAX HAM HE BCTPETHIIUCH MOMBITKU IPAJAllui OOIBHBIX
[0 XapaKTEPUCTHKAM KHUCTO3HOTO MOPAXKEHUS, YTO BEPOSITHO CBA3aHO C OPPaHHOCTHIO
3a00JIeBaHUSI.

B pesynprare aHanmza moJIydeHHBIX JAHHBIX, MAUEHTHI ¢ quddy3Hon Gopmoit
JIAM Obumm  pasfenieHbl Ha TpU  TPYIIbl, HMMEIOIIME CXOAHbIE KJIMHHUKO-
PEHTI€HOJIOTUYECKUE MTPOSIBICHHUS.

AHanu3 pe3ysabTaToB 00CIIEI0BaHUS NAUEHTOK MEePBOM IpyNibl (C €AUHUYHBIMU
MEJIKUMHU KHCTaMH B JIerOYHOW TKaHu npu nposenenun BPKT), He BbIssBUI
CYILLIECTBEHHBIX NEpPY3MOHHBIX HapywmeHud npu nposeaeHun ODOKT, onHako, mnpu
BBINIOJIHEHUM KOMIUIEKCHOTO HCCIEI0BaHUS (DYHKLMU BHEIIHETO JbIXaHUS y OOJIbHBIX
ATOW IPYIIIbI BBISBISUIUCH NPOSBICHUS OPOHXUATBHON OOCTPYKLIMH .

[TanpeHTKM BTOPOM Tpynnbl (C MHOKECTBEHHBIMM KpPYIIHBIMH KHCTaMH B
JIErO4YHOM TKaHM), AeMoHcTpupoBasiu npu nposeneHnn OPOKT yuactku anepdysuu
COOTBETCTBYIOIIME AHATOMUYECKOW JIOKAJIW3alMA KUCT, B TO Bpemsa, kak KHDPBJI
BBIIBISUIO Y HHUX COYeTaHHE OpOHXHAIbHOW OOCTPYKIMH C  yYMEPEHHBIMH
T ()y3MOHHBIMU HAPYLLICHUSAMH.

BonbHble TpeTheil rpynmbl  (C  MHOXXECTBEHHBIMM  MEJIKHUMHU  KHUCTaMH)
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npeacTaBiisin  HauOosiee TsoKenyro Tpynny: npu nposeaennn OODPOKT y Hux
OTMEUAJIUCh  BBIpAXKEHHbIE MEep(y3HMOHHbIE HAPYIICHHUS: MPOTSKEHHBIE  30HBI
runonepdy3uu B 000UX JIETKUX, y4acTKU anepdy3uu B CyOIUIEBpaAJIbHBIX OTAENaX C
IBYX CTOpOoH, mo pesyiaprataM KHU®BJl y 3ToM rpymnmbl NauveHTOK BBISBIISIIUCH
OOCTPYKTHBHbBIEC HApyIICHUS MEXAHUKHU IbIXaHUS B COUYETAHHM C PE3KUM CHUKCHUEM
razooomena B nerkux (cumwkenue XXEJI, OOBI, nuddy3nonHoi cnocoOHOCTH JETKUX).

B wuccnenoBanme ObITM BKIIOYEHBI TAUMEHTH ¢ audPy3HON, y37T0BOM W
cMemanHoit popmamu JIAM. 3apyOexkHble KOJUIETH HE OTHOCST Y3JI0BBIC JISHOMHUOMBI
Jerkux K JuMpaHruoneiioMmmoMaro3dy, oOO3Hauasgs HMX Kak MHOYKECTBEHHbIE
T00pOKavYeCTBEHHBIE JIETOUHBIE JieHoMuoMbl (multyple bening pulmonary leiomyoms)
WIM METa3upylolue JeHOMUOMBI IPYTUX OpraHoB (B nepByto odyepens matku) (Henske
E.P. et al., 2012r.). Ognako kak npu auddy3HOM, Tak U TpH y310BoH Gopme JIAM
OTMEYAIOTCS TOJOXKUTEIbHbIE UMMYHOTHCTOMMHYECKHUE TECThl C MOHOKJIOHAJIbHBIMHU
anturenamu  HMB-45, ¢ akTuHOM, JOE€CMHUHOM, 3CTPOT€HOM, HPOTECTEPOHOM.
YomsiHyTO€ BBIIIE U HATMYUE CMEMIAHHBIX (HOPM, UMEIOIMMUX KaK TUIMMYHBIC KUCTHI,
TaK ¥ TUIWYHBIE Y3JIbl MO3BOJISIOT MPEANOIOKUTh €IUHYI0 MPUPOAY Ipollecca, 4TO
MOATBEPKIACTCS CXOKUMHU (PYHKIIMOHATHHBIMU XapaKTEPUCTUKAMU, BBISBISIEMbIMU
npu KUOBJ] u ODIKT. Bo3moxHno, mospieHue pasubix Gopm JIAM cBsizaHo ¢
npeobiaganreM nponudepanuu riIaJKOMBIIIEYHBIX KJIETOK B CTEHKaX JIUM(aTHUIECKuX
(mpu nuddys3Hoit dopme), MO0 KPOBEHOCHBIX (TIpHU Y3JI0BOM (opme) cocymos,
BEIYIIUX KaK K Pa3HOH JIydeBOM CEMHOTHUKE, TaK M KIMHUYECKUM IPOSBICHHUS U HX
o0beuHEHNIO B cMemaHHou opme. Psaa aBropos: Matsui K. et al. (2001r.), Taveira-
DaSilva A.M. et al. (2003r.), ormeudaroT, 4yTo nanueHTsl ¢ auddysnoit dopmoit JTIAM
UMEIOT 0oJiee HeOMaronpusTHBIM MPOTHO3 MO CPAaBHEHUIO C MALMEHTAMHU C Y3JIOBOU
dbopmoii.

Pa3HOOOpa3HbIil CHEKTp JIETOYHBIX OCJIOXHEHUN 3a00JeBaHUS BKIIOYAN Kak
NaTTEPHbI, MU3BECTHHIC paHEE U OINHUCAHHBIE B JPYTUX JUTEPATYpPHBIX HCTOYHUKAX
(MHEBMOTOpAKC, XWJIOTOPAKC, JIETOUYHYIO TUIIEPTEH3UIO, JIETOYHOE KPOBOTEUEHUE), TAK U
nposBICHUS TUM(]OocTaza, B JErOYHOM TKaHH, perpecc KOToporo Hadmoaanca Ha (GoHe

ATUOTPOIHON Tepanuu (CUpAIUMYC, IBEPATUMYC). DTH JAHHbIE COBNAAAIOT C JAHHBIMU
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A.M. Taveira-DaSilva et al. (2007r.), V. Cottin et al. (2012r.), B.G. Baldi et al.
(2011r.), cuuTaromux, 4To HaMOOJEee YaCThIM COCYAMCTHIM OCJIOXKHEeHHeM Tipu JIAM
aBisieTcs:  (OPMUPOBAHME JIETOYHOW TUIEPTEH3UMM NPUYUHOM KOTOPOM SIBIsIETCSA
sHAOTENUaNbHas auchyHkimsa, uHunbTpamus JIAM-kieTkaMu CTEHOK COCYJIOB
Majoro Kpyra KpoOBOOOpallleHHsI C YBEJIUYEHHUEM COMNPOTUBICHUS B JIETOYHBIX
Kamwuisipax v TUIOKCUMUYECKON Ba30KOHCTPUKIIUEH.

BoisiBiennble 'y nanueHTok ¢ JIAM BHeTOpakalibHble W3MEHEHUS BKIIOYAIU
JEHOMHOMBI MaTKH, MOYEK, MEUYEeHHU, BHEOPTraHHbIE JEHOMHOMBI, pa3MeEPbl U XapaKTep
KOTOPBIX MOIJIM MEHATHCS HAa (POHE MPOBOAMMON TEPAIUU U €€ OTMEHBI.

3a0oneBanue y OONBUIMHCTBA MAIMEHTOK MPOTEKAIO HEOJAaronpusTHO, C
IPOrpECCUPYIOLIUM, JIUOO BOJHOOOPA3HBIM TEUEHHEM MU HapacTaHUEM KIMHUYECKUX
NpOSIBIICHUM (OJIBIINIKA, CIA00CTh, TMOXYJAaHWE), AHAJIOTHMYHO JIAHHBIMHU 3apyOeKHBIX
aBtopoB (Matsui K. et al., 2000r.).

BbIsiBIIeHHE TpPUYMH NPOrPECCUPOBAHUS, HUMEIOMIMX OO0JbIIOE 3HAYCHHUE IS
TAKTUKU BEJICHUS TAIMEHTOB, TPEOOBAO MPUMEHEHUSI BCETO CIEKTPa, KaK JIYYEBBIX
(KT, BPKT, 2XO-kapauoarpadpus, ODPIKT, IIIT-KT), Tak u PyHKIHOHATBHBIX
uccnenoBanuii (KUDOB).

VYXyaumienue TedeHusl mporiecca Obulo  00YCIOBIEHO MPOrpecCUpOBaHUEM
OCHOBHOI0 3a00sieBaHUsl (MEIJIEHHOE HEYKJIOHHOE HAapacTaHWE KHUCTO3HOW JIETOYHOMN
TpaHcpopMmalMM, OCTPOE€ HapacTaHWE OTE€Ka WHTEPCTULIUSA), €ro OCJIO0XHEHHBIM
T€YeHUEM (MTHEBMOTOPAKC, XMJIOTOPAKC, OTEK KJIETYATOYHBIX MPOCTPAHCTB U JIETOUHOU
TKaHU B pe3yibTaTe JuMQpocTasza, (OpMUPOBAHKE JIETOYHOM TMIIEPTEH3UU B PE3yJIbTATE
aJIbBEOJIIPHO-KAMIUIAPHOTO  (pUOpO3HOro OJI0Ka, JIErOYHOro KPOBOTEUEHUS U3-3a
PACTSDKEHHUS M pa3pbiBa OPOHXUANBHBIX apTepUil B CTEHKaX OpPOHXOIEHHBIX KHUCT),
HaJIMYUEM KOMOPOUIHBIX MPOIECCOB (aJIbBEOJIIPHO-UHTEPCTULIMAIBHBIN OTEK JIETKHUX B
pe3ynbTare cepaeuyHol HemoctarouHocth win  PJAC, TOJIA, npucoenuHenus
BocnasieHus). HeoOXoauMo OTMETHTb, YTO KOMOPOWIHBIE MPOLECCHI YaCThl y 3TON
IPYINbl MAIMEHTOB W IUIOXO PA3JIMUKMMbl H3-32 HM3HAYAIBHO TSXKEJIOTO COCTOSHUS
OOJBHBIX U OOMJIMS CXOJHOM KJIMHUYECKOH CUMIITOMATUKH (OBIIIKA, KPOBOXapKaHBE,

noxynanue). JuddepeHmpoBanuplii MOAXOA K JEUEHHUIO STUX COCTOSHHUNA TpedyeT
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CBOEBPEMEHHO MOCTAHOBKH TOYHOTO AMATHO3a.

JlyueBasi TMarHOCTHKA U JTUHAMUKA COCTOSHUS JIGHOMUOM APYTUX JIOKAJIU3alUM
(MaTku, TIEYEHH, IMOYEK, 3a0pIOIMIMHHOTO MPOCTPAHCTBA) MO3BOJISET OLICHUTH BKJIAJ
BHEJIETOYHOTO KOMIIOHEHTa Mpolecca B TEYEHHE ATOro TsKesnoro 3aboneBanus. Poct
JEHOMHOM, KPOBOM3JIUSHUSA B HUX MOTYT MEHSTh KIMHUYECKYIO KapTHHY, YXyAIlas
TE€YEHUE MpoLecca.

Baxnyio pons wurpaer BPKT B muddepennuanbHoli aMArHOCTHKE, T.K.
PEHTTEHOJIOT MOXET C BBICOKOW CTEMEHBIO BEPOSTHOCTU MPEATOTIOKUTH HO30JIOTHIO TI0
XapaKTePUCTHKaM KHUCT M HX COMPOBOXKICHHS, 3a4acTyi0 H30aBUB OOJIBHOTO OT
pOBeIeHNsI OMOTICUU JIETOYHOM TKaHHU.

[Ipn anamm3e pe3yapTaroB wucciaenoBanuss no aiaroputMy «CHAID» ¢
noctpoeHueM «JlepeBbeB pelieHui» W MPOTHO3MPOBAHMS TEUYCHHS IMpoliecca MpHu
nondope Haumbojiee 3HAYUMBIX MPU3HAKOB OBbUIM  OMPENECHBbl  CIEIYIOIIUe
3aKOHOMEPHOCTH:

[Iporpeccupytomiee  TeueHue  JTuUM(paHTHOICHOMUOMATO3a,  CBSI3aHHOE  C
OCHOBHBIM TIPOIIECCOM, OMPELISIIOCh IPU HAPACTAHUH Pa3MEPOB U KOJIUYECTBA KUCT
Ha KommbioTepHOi Tomorpaduu (p = 0,000, Xu-kBaapar 200,113), mosBieHnnn oTexa
unrepcrunus (p = 0,000, Xu-xkBagpar 90,073), Hanuuuu 3a0pIOMIMHHHBIX JIGHOMHOM (P
= 0,016, Xwu-xkBagpatr 5,760), mpomecc yxymamancs Tpu  (HOPMHPOBAHHUH

nHesmoxuiioropakca (p = 0,001, Xu-xkBagpar 10,649) (puc. 37).
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Pucynok 37. — Anroputm «CHAID» ¢ noctpoenuem «JlepeBbeB perieHni»
ITporpeccupytoree TeueHne MMM paHTHOICHOMIOMATO3a, CBSI3aHHOE C OCHOBHBIM IIPOLIECCOM
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VYxynamenue TedeHus TUM(AHTHOICHOMUOMATO3a, CBS3aHHOE C HAJIMYHEM
KOMOpPOUJIHOM MAaToJOTMM HaOMI0IaJoCch TMpPU TOSBICHUM JyYEBBIX IPU3HAKOB
BocnanurenbHoi unpuasTpanuu (p = 0,000, Xu-kBagpat 39,446), TOJIA ¢ Hanmuuuem
nepukapauanbHoro Beinota (p = 0,000, Xu-kBaapar 35,177) u npuzHakamu TpoM0Oo03a
Ha Mecte (p = 0,016, Xu-kBagpat 5,760), y nauueHToB 3 rpynmnsl auddy3Hor GopMbl
TuM(paHTHOJICHOMHUOMATO3a COUETAIOCh ¢ HATUYNEM KUCT HEMPaBUILHOU (OpPMEI (p =

0,000, Xu-xBaapar 20,660) (puc. 38).
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Pucynok 38. Anroputm « CHAID» ¢ noctpoeHueM «JlepeBbeB pelieHuin

[Iporpeccupytoiiee TeueHrne TUM(aHTHOICHOMUOMATO3a, CBI3aHHOE C HATHYUEM
KOMOPOHUTHOM MaTOIOTUN
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BonnooOpa3znoe Tteuenue mauM@anruoseioMuoMaro3a OBUIO  CBSI3aHO C
BBISIBJICHUEM MPU KOMIBIOTEPHOM ToMorpaduu BHYTpUTPYIHON nuMdaaeHonaTuu, C
OTCYTCTBMEM HAKOIUICHUS B JUM(aTHYECKUX y3JlaX KOHTPACTHOIO BemiecTBa (p =
0,000, Xu-kBagpar 147,325), bopmupoBanueM kuct okpyrion ¢opmsl (p = 0,000, Xu-
kBajgpar 40,789), ux OJHOPOAHBIM pacHpeAcIeHUEM, KaK B SICPHBIX, TaK U B
KOpTUKaNbHBIX oTaenax Jerkux (p = 0,000, Xu-kBaapat 41,029) u TeHIeHIMEN K UX

ciusiHuto (p = 0,000, Xu-kBagpat 17,000) (puc. 39).
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Pucynok 39. — Anroputm «CHAID» ¢ noctpoenuem «JlepeBbeB pemieHuil». BomHooOpasHoe
Te4YeHHUE TUM(PaHTHOIeHOMHOMATO3a
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Tpetps rpynna auddys3Hoir hopMbl TUMPaHTHOICHOMIOMATO3a, MPOTEKAIOIIAs
KJIMHAYECKU HauOoJiee TSKEI0, JOCTOBEPHO XapaKTEepU30BaJacCh MPU KOMIBIOTEPHON
ToMorpauu MHO>KECTBEHHBIMU KUCTaMHU (OTpHIATENIbHASI 3aBUCUMOCTh C HAJIMYUEM
equHNYHbIX KUCT, p = 0,000, Xu-kBagpar 108,798), menkumu (1-3mMm) kuctamu (p =
0,000, Xu-kBagpat 99,231), HapacTaHWEM WHTEPCTULIMAIBHBIX U3MEHEHUN B JICTOYHOM
tkaun (p = 0,000, Xwu-xBampar 26,966) B coyeTaHMM C NpPU3HAKAMHU JIETOYHOU
TUMNEPTEH3UU U PACIIMPEHUEM CTBOJIA JierouHoit aprepun 6osee 30mm (p = 0,001, Xu-
KBaJpaT 10,910). OrtpuuarenbHas 3aBUCUMOCTb OINpEAENsUlach MPU  HATUYHUH
mumbanenonatun xkuBota (p = 0,003, Xwu-xBampar 71,979), uto OBUTIO CBSI3aHO C
perpeccoM MaToJIOrM4ecKuXx M3MEHEeHH Ha (OoHE MPOBENECHUS YTHONATOTC€HETUYECKON

Tepanuu (pucyHok 40).
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Pucynok 40. — Anroputm «CHAID» ¢ moctpoennem «/lepeBbeB pelIeHHID» U
POTHO3MPOBAHUSI TEUEHUs IMpolecca Mpu MnoAdope HamboJiee 3HAYMMBIX MPU3HAKOB
JUTs TpeThel Tpynibl 1uddy3H0# GopMbI TMMPpaHTHOIECHOMIOMATO3a
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OCHOBAaHHHM  IIOJIYUYCHHBIX  JdHHBIX ObLIN MMPpCIOKCHDBI

AITOPUTMBI

IPOBEICHUs JIy4yeBOro wuccienoBanus npu auddysHoit (pucyHok 41) u y3inoBoi

(pucyoxk. 42) popmax JIAM.

Kennimaa, oABIIIIKA, ITHEBMOTOPAKC

BrissBnenue JAUCCEMUHHUPOBAHHOTO
mmponecca B JeTOYHOUW TKaHU

OTcyrcTBHe n3MeHeHn Ha Rg, HO
HaJINYue KJIMHUYECKUX OPOsIBICHUMN

KT, BPKT

TKaHHU

EqmaugHbIe KUCTBI B JIETOYHOM

MHOKEeCTBEHHBIE KHUCTEI B
JIETOYHOM TKaHU

V3U opranoB OprOITHOW MOJIOCTH U MaJIOTO
Taza, KT-KoHTpoOJIb OpTaHOB IPyAHOU
OJIOCTH Pa3 B rox

KT ¢ BHyTpUBEHHBIM KOHTPAaCTUPOBAHUEM
TPYAHOM KJIETKH, OPIOIITHOM ITOJIOCTH U
MaJioro Tasa

OrcyTcTBUE OTpunareabHas OtcyTcTBHEC KT-tmpuznaku
JOUHAMUKH TIPH AUHaMUKa B BUIE CHUCTEMHBIX CHCTEMHOTI'O
MOBTOPHBIX HapacTaHUs MpOsIBIICHUI nporecca
HCCIICIOBAHMSIX KHCTO3HOM v
CTaHOBKa AUarHo3a
TpaHchopMalu
KT-konTpons (pas buoncus Ha OCHOBaHUM
B rox low dose CT) ‘ | KpHUTEpHaJIBHBIX
Bbuorncus AHHBIX
I KT-nmpusnaku komopouanoctu — KT-AI' +FODOKT I

Pucynok — 41. AnropuT™m TpoBeICHHS JTY4YEBBIX HCCICIOBAHUHN y TAIUEHTOB C
nuddy3Hoi popmoit mumMbaHTHOMHOMAaTO3a JETKUX

Anroprutm obcnenoBaHWA NAaUMEHTOB C NOAC3IPEHMEM Ha

y3noey/cmelaHHyo Gopmbl

Aemmmna, OABIIIKA, V3ABI B ACTOUHOH TKAHH

Yaar /ouarm B aerounoii
TRAHHE ¢ XaoTHYHEIM
MATTEPHOM PACHEAS ACHIE

VARl 0MATH M KHCTEI B

AETOMHOH TRAHH © XA0THYHBIM

MATTEPHOM DACTIPEAEACHITA

IM3T san omenskm
PACTIPpOCTPAHEHHOCTH
MpoIecca

bBuoncra

KT-npusnakn komopOmanocrn — KT-AI' +OPIOKT

Pucynok 42. — AJTrOpuT™M NpOBENEHHUS JIy4YEBBIX HCCIIEIOBAHUN MALUEHTOB C
HOJI0O3PEHUEM Ha Y3JIOBYIO /CMEIIaHHYI0 (POPMBI
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BbIBO/IbI

1. IlpuMeHeHHE KOMIUIEKCHOTO KJIMHHUKO-JIY4€BOr0 OOCJIEIO0BAHMS IO3BOJIAET
BBISIBUTH TpU3HaKu IudPy3HOM, y31m0BOM U cMmemanHou ¢dopm JIAM u pasznenuth
b dysnyo popmy JIAM Ha Tpu rpyIiIibl, UMEIOIIHE OCOOEHHOCTH KIMHUKO-TY4YEeBBIX
MPOSIBIICHUI, YTO TMO3BOJIIET B HEKOTOPBIX Clydasx H30eXarb IPUMEHEHUs
XUPYPTUYECKON OMOTICHH, CBSI3aHHOM C BBICOKMM PUCKOM OCJIOKHEHUH.

2. Beigenenue pasznuyHbIX BapuaHTOB TeueHus nuddysHoit ¢popmbr JIAM Ha
ocHoBaHuM ocobeHHocTel KT kapTunbl (mepBas rpynmna ¢ €IMHUYHBIMH MEJIKUMHU
KHCTaMU, BTOpas rpynna — ¢ MHO)KECTBEHHbIMU KPYITHBIMUA KUCTaMH U TPEThS rpyIna —
C MHO>KECTBEHHBIMU MEJIKUMH KUCTaMU), KOTOPbIE KOPPEIUPYIOT C (PYHKIIMOHATbHBIMU
HApYLICHUSIMHU, TTO3BOJISIET pa3padarsiBaTh nu(hepeHIIMPOBAHHBIC TTOAXO0AbI Je4eOHOM
TaKTUKHU U OTIPEJIEIICHHS MPOTHO3a 3a00JI€BaHMUS.

3. HakoruieHue onbiTa KOMIUIEKCHOIO Jy4eBOro oOcieaoBaHus OonbHbIX JIAM
NO3BOJISIET  OLIEHUTh  IPU3HAKM  CUCTEMHOIO  IOPAXEHMs,  IPOSBIISIOLINECS
(bopMHpOBaHKUEM MTAPEHXUMATO3HBIX U BHEOPTraHHBIX JIEHOMUOM

4. HakoruieHue omnbITa KOMIUIEKCHOTO JIydeBoro obciemoBanusi 601pHBIX JIAM
MO3BOJISIET BBIJICIUTh JIYYEBBIE KPUTEPUU OCIOKHEHHOTO TEYEHUS, KOMOPOUIAHBIX
COCTOSIHMI U TpoBecTH Iu(depeHIaTbHy0 IUarHOCTUKY C APYTMMH KHCTO3HBIMH
U3MEHEHUSIMU B JIETKHUX, YTO BaXKHO JJI TAKTUKHU UX BEICHUA.

5. Aaroputm Jy4eBoro oOCJ€JIOBaHMS MAallMEHTOB C JuM(paHTruoneno-
MHOMATO30M JIETKUX JOJDKEH BKJIOYATh KOMIUIEKC METOJOB, MMO3BOJIAIOIIMX OLEHUTH
KaK JIETOYHOE, TaK M BHEJErOYHOE paclpoCTpaHEHHWE Tpolecca, MPOBECTH
mudpdepenunansuyto auarnoctuky (KT, BPKT, KT-anruorpadus B pexxume Bce TeNo),
creneHb GyHKUUOHANBHBIX HapymeHuil npu Hem (ODIKT, TIDT, nomonHeHHBIX
KNU®B/I), cokparas myTh K MpaBUILHON MOCTAaHOBKE CJIOYKHOIO JMarHo3a ophaHHOTO

HOpPaKEHUSI.
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[TPAKTUYECKHUE PEKOMEH/IALINUA

1. /Ins OLIEHKM COCTOSIHMS JIETOYHOM TKAHM Y IALKMEHTOB C IMPEANOIAracMbIM,
uiu BepuduiupoBaHHbiM auarHozom JIAM HeoOxomumo mnpoBeaeHue BPKT,
IIO3BOJIAIOLIEN ONPEACIUTh XAPAKTEPUCTUKU KHUCT B JIETKHX W OKPYXAKOIIEW HX
JIETOYHOM TKaHU

2. lnsa omnpeneneHus MNapaJOKCAIbHOM BEHTWISLUMHA KUCT Yy NALHUEHTOB C
MHO>KECTBEHHBIMU KPYIHBIMM KHUCTaMU HeoOxonumo BbonHATh KT-uccnenoBanue
«Ha BBLAOXE»

3. OueHka BHETOpaKajabHBIX U3MEHEHHI TpeOyeT nposeaenue KT-uccnenoBanus
B YCIOBUSIX BHYTPUBEHHOTO OOJIOCHOTO KOHTPACTHOTO KOHTPAaCTHUPOBAaHUS B
apTepuaIbHyI0 U MOPTAIbHYIO ()a3bl KOHTPACTUPOBAHUS OPTraHOB IPYJHOM MOJOCTH U
AKUBOTA

4. KomopOuaHoe BOCHaJ€HHE B JIETOYHON TKAaHU OILICHUBAETCS C TOMOIUIBIO
koHTposnbHON BPKT, mno3Bonsomed BBIABUTh WHOUIBTPALMIO JIETOYHOW TKaHH
AJIbBEOJIIPHO-UHTEPCTULHAILHOTO Xapaxrepa, UMEIOLTY IO JIOKAJIN3aLHIo,
COOTBETCTBYIOIIYK) CETMEHTAPHOMY CTPOEHUIO JIETKUX, YTOJIIEHUE CTEHOK KHCT,
NOSIBJICHUE B HUX CONEPKUMOTO )KMAKOCTHOM IJIOTHOCTH

5. KomopOuaHble cOCynuCThIe MPOLECChl OIEHUBalOTCS ¢ mnomolnbio KT-
auruorpaduu u OOIKT (B conocrapnenuu ¢ faHabIMU KT)

6. Bemonuenue [I9T-KT nenecooOpa3zHo Mmpu Mog03peHUE Ha Y3IIOBYIO GopMy

JIAM 151 OLICHKM CUCTEMHOCTHU MOPaXKEHUS
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ITEPCITIEKTUBBI JAJIBHEUIIEN PASPABOTKH TEMBI

[IpoBeneHNE KOMILIEKCHOTO JIYYEBOTO HCCIASAOBAHHS y TManueHTtoB ¢ JIAM
MO3BOJIUT BBIABUTH IU(PPEpEHIINATBHO-IMATHOCTUYECKUE TPU3HAKH 00JIe3HU, HOBBIE
Jy4eBbI€ MATTEPHBI MOPAKEHUS JIETKUX, OLEHUTh pPaHHUE MPHU3HAKKU 3a00JIeBaHUS, €TI0
pacpoCTPaHEHHOCTh, TMPOSIBJICHUS OCIOKHEHHOTO W KOMOPOWJIHOTO TEUEHHUSA. IDTO
BYXHO JJI MPOTHO3a U KOPPEKTUPOBKHU JICUCHHMSI, YTO CTAIO OCOOCHHO aKTYallbHBIM C
MOSIBJICHUEM BO3MOXKHOCTH TPOBEICHUS ITHOMATOTCHETHUCCKOW TEPANMK U HYKIACTCS
B JTAJIbHEUIIIEM U3YUYCHUMU.

[MoneiTku rpagaumu  O6onbHbIX JIAM 1o XapakTepucTUKaM KHCTO3HOTO
MOPaXEHUs, WMCIOIIUM CXOAHBIC KIMHUKO-PEHTICHOJOTUYECKUE  IPOSBICHUS,
MO3BOJIUT BBIACIUTH TPYMIbl MAIMEHTOB C OOIIEH TEPaneBTUYECKON TaKTUKOW U
SIBJIIETCSI OJJHUM U3 BEKTOPOB HAYYHOT'O UCCIIEAOBAHUS.

3apyOekHBIE KOJUITH HE OTHOCAT  Y3JIOBBIE JICHOMHOMBI — JIETKUX K
auM(paHTHOIEHOMUOMATO3y, OJHAKO, HAMYUE CMEIIaHHOW (opmbl 3a00jeBaHUsA U
OOITUX TOJIOKUTEILHBIX MMMYHOTHCTOXUMHUYECKUX TECTOB, ITO3BOJISIOT TPEIITOIOKHUTh
uX OOIIYI0 MPUPOTY, UTO BAXKHO JIJISl TEPAIUU U TPeOyeT AalibHeHIen pa3paboTKH.

ANTOPUTM BBISIBJICHUS IPUYHUH MPOrpecCUpOBaHusl 3a001€BaHUs 1 KOMOPOUIHBIX
COCTOSIHUW, UMEIOIINX OOJIBIIIOE 3HAUCHUE VISl TAKTHKW BEICHUS TAITUEHTOB, TPEOyeT
OPUMEHEHUSI IIUPOKOTO  CIEKTPa, KaK JYy4YeBbIX, TaKk ¥ (yHKIUOHAIBHBIX
WCCJICIOBAHMM, TO3BOJISIIONIUX IPOBECTH KOPPEKIUIO JICUCHHS, YTO OIMPEIACISICTCS

MCPCIICKTUBY 3TOT'O0 HAYYHOT'O HAIIPABJICHUA.
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