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Pe3iome

BposkneHHble jieroyHbie MaibhopMaluy BCTpeyaTes mpuMepHo B 2,2—6,6 % ciydyaeB cpelau BCero pasHOOOpas3usi BPOXKIECHHBIX aHOMATHA
JIETKUX U SIBJISTIOTCST OTHOCUTEJIBHO PEKON MPOGIIEMOIi TT0 CPABHEHMIO C TIPUOOPETEHHBIMU OOJIE3HSIMHU JIETKUX. YacToTa BCTPeuaeMOCTH JIETOU-
Hbix cekBecTpauuii (JIC) B cTpyKType BPOXKAEHHBIX JIETOYHbIX MasibhopManuii cocrasisiet 0,15—1,8 %, uTo nenaet ux BTOPbIMU 110 4aCTOTE MOCIe
KOMILIEKCa aHOMaJINi, Ha3bIBAeMBbIX JIETOUHOI areHesuei-rurnoriasueil. JIC Gosiee XapakTepHBbI IS IETCKOTO BO3pAcTa U Yallle BCTPEYatoTCsI
B TIEAMATPUUYECKOM MpakTuKe. OHAKO B HEKOTOPBIX CITyJasiX OHM MOTYT OCTaBaThCsl MAJIOCUMIITOMHBIMU WJIM ITPOTEKATh OECCUMITTOMHO B JIET-
CKOM M MOIPOCTKOBOM Bo3pacTte. TakuM 00pa3oM, B MpaKTUKE Bpavyeii-IyTbMOHOJIOTOB U TOPAKATbHBIX XMPYPTOB MOTYT BCTPEUaThCsT B3POCTIbIE
nanyeHTH. enblo 0630pa ssBrI0Ch MHGOPMUPOBAHKE Bpaueii-IyJIbMOHOIOTOB, TEPAIIEBTOB, KAPAMOIOTOB, TOPAKALHBIX XUPYPTOB O CYIIECT-
BoBaHuu JIC, 0COGEHHOCTSIX UX AMATHOCTUKM, KIMHUYECKOTO TeYeHUs] U BapUaHTax JeueHus. 3akioueHue. BpoxkieHHble aHOMaIMKM Pa3BUTUS
YeJI0BeYEeCKOTO OPTaHM3Ma OTJINYAI0TCsT OONBIINM pazHoobpasueM. JIC — JIuIiib yacTh 3TOM OOJIBIION TIPoOaeMbl. OMHAKO MEAMUIIMHA PaCcIofia-
raeT IMPOKUM HabOPOM METOIOB CBOCBPEMEHHOTO PAcIiO3HABAHUS 1 JIeueHUsl (BKITIOYas MaJIOMHBAa3MBHbIE) TaHHOI TTATOJIOTHH.

KiroueBbie cJi0Ba: JIeroYHast CEKBECTPALMSI, SKCTPATOJIEBbIE JIETOUHBIE CEKBECTPALINH, BHYTPUIOJICBbIC JIETOUHBIE CEKBECTPAIIMH, COOOIIAIONIASICST
OPOHXOJIETOUHAsT TIepeTHEKHIIIeUHAsT MaTbh)OpMAIIKsI.

KondamkT uarepecoB. KoHOIMKT MHTEPECOB aBTOpaMU He 3asiBJICH.
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Abstract

Congenital lung malformations account for 2.2 — 6.6% of all congenital abnormalities of the lungs. This is a pretty rare problem as compared to
acquired lung diseases. Pulmonary sequestrations account for 0.15 — 1.8% in the incidence of all lung malformations, occupying the second place
after the complex abnormalities called “lung agenesis-hypoplasia”. Pulmonary sequestrations are common in children and adolescents so one could
encounter them in pediatric practice. But pulmonary sequestrations may be associated with insignificant symptoms or even be asymptomatic in
selected pediatric cases. Thereby, adult general practitioners, pulmonologists, and thoracic surgeons may encounter such patients. The aim. Review
had the purpose to inform the general practitioners, pulmonologists, and thoracic surgeons about pulmonary sequestrations and their diagnostic,
clinics course, and treatment. Conclusion. There is a wide range of congenital abnormalities of human body. Pulmonary sequestrations are only
a part of this huge problem. But modern medicine has a vast selection of methods for revealing and treating these conditions (including minimally
invasive surgery).

Key words: Pulmonary sequestration, extralobar lung sequestration, intralobar lung sequestration, communicating bronchopulmonary foregut
malformation.
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BpoxneHHble JeroyHbie MalbMopMalui BCTPEUAIOTCS
MpUMepHO B 2,2—6,6 % Bcero pa3HOOOPa3ust BPOXKIAECHHBIX
AHOMAJIMI JIETKUX U SIBJISIOTCSI OTHOCUTEJIBHO PEIKOM
Mpo0JIEeMOIi 10 CpaBHEHUIO C IMPUOOPETEHHBIMU 00JIe3-
Hsimu erkux [1, 2]. YacToTa BCTpeyaeMOCTU JIETOUHBIX

cekBectpauuii (JIC) B cTpyKType BpOKIEHHBIX JIETOUHBIX
Manabdopmauumii cocrabisier 0,15—1,8 %, uTo Aenaet ux
BTOPBIMU TI0 YACTOTE ITOC/Ie KOMITJICKCa aHOMAJTHIA, Ha3bI-
BaeMBbIX JIETOUHOI1 areHe3ueii-runoruiasueii [3]. JIC 6onee
XapaKTePHBI [UIsl IETCKOTO BO3pacTa 1 yallle BCTPeYaroT-
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csl B eauaTpuyeckoit mpaktuke. OQHaKo B HEKOTOPBIX
CJIyJasix OHU MOTYT OCTaBaThCS MaJTOCUMIITOMHBIMU WJTU
MMPOTEKATh 0ECCUMIITOMHO B ACTCKOM M TTOAPOCTKOBOM
Bo3pacTte. Takum oOpa3oM, B3pOCJibie MallMEHThl MOTYT
BCTpeuaThCs B IPAKTUKE Bpaueii-TepaneBTOB, MyJIbMOHO-
JIOTOB, KapIWOJIOTOB ¥ TOPAKAJILHEBIX XMPYPrOB, KOTOPBIM
cJIemyeT 3HATh O CYIIECTBOBAHUHU ITOJOOHOI TTATOJIOTUH,
ee KIIMHUYECKOW KapTUHE U CITOCO0aX JICUCHUSI.

Llenpto paboThI sIBUIIOCH MH(GOPMUPOBAHNE Bpaueii-
ITyJIbMOHOJIOTOB, TEPATIEBTOB, KapIMOJIOTOB M TOpaKaJlb-
HBIX XUPYProB o cyliectBoBaHUM JIC, 0COOEHHOCTSIX UX
MUATHOCTMKM, KJIIMHUYECKOTO TeUCHUS M BapraHTaXx Jie-
YEHUSI.

JIC — 3TO cerMeHT J1erkoro, y KOToOporo oTCyTCTBY-
€T COOO0IIeHNEe ¢ HOPMAJIBbHBIM OPOHXHATBHBIM JePEBOM
1 KOTOPBIA MOJIyyaeT KpOBOCHaOXeHUe U3 > 1 apTepuii
OosblIoro Kkpyra kpopoobpaieHusi. JIC BnepBbie Oblia
onucaHa Huber (1777) kak no6aBouyHasi A0JsI JeTKO-
ro. D.M.Pryce (1964) [4] BBen B ynoTpeGiieHUEe TEPMUH
«CeKBeCTpaIus» (0T JAaTUHCKOTO Sequestrare — OTIESTD).
OO611ee npeacTaBieHre 0 pa3HOOOPa3uu CEKBECTpaluii
BBeneHo R.M.Sade (1974) [5] B kauecTBe MOMBITKUA 00ObE-
IUHUTD PSII aHOMAJIUIA TTapeHXUMBI JIETKOTO 1 eTO KPOBO-
cHa0xenwust. B urore B.S.Clements, J.D. Warner (1987) [6]
MPENIOXEH TEPMUH «MaJTMHOCKYJIbTALIMSI» 11 OTTMCAHUS
Pa3IMIHBIX BPOXKIECHHBIX aHOMAJINI JIETKUX, B KOTOPBIX
MMEETCST TTaTOJIOTNIecKasl CBA3b > 1 u3 4 KOMIIOHEHTOB
JIErKOoro (BO31yXOMpPOBOASIIIUX ITyTei, JIETOUHOM MapeH-
XUMBbI, apTepUaTIbLHOTO KPOBOTOKA M BEHO3HOTO IPeHAXa).
JIC, B 3aBUCHMOCTH OT MIX OTHOIIEHMS K BUCIIEPATbHOM
IUIeBpe, pa3melssioTcsa Ha 2 Tuma. DKcTpangoneBbie JIC
(BJIC) — aT0 0Opa3oBaHMUS MAPECHXUMBI JIETKOTO, UME-
IoI1I1e TIOJTHOE TIJIeBpaibHOE TTOKPHITHE, KOTOPOE TOJI-
HOCTBIO aHATOMUYECKU pa3jielisieT aHOMaJIbHYIO TKaHb
1 TIPUMBIKAIONIYI0 HOPMaJIbHYIO TKaHb JeTKoro. BHyT-
punonessie JIC (BJIC) — 210 06pa3zoBaHust aHOMAJIbHO
JIETOYHOM MapeHXUMBbI, COIIPUKACAIOLIMECS C HOPMAIbHOMN
TKaHbIO JIETKOTO.

Dtromnorus JIC IBIseTCsI IpeaMeTOM CITOPOB, OMHAKO
MHOTOUYHNCJICHHBIC TTPEIITOIOKEHMSI MOTYT OBITh pa3elie-
HBI Ha 5 TPyII:

* cocyaucTast TpaKIus;

* COCYyIOVCTasi HEIOCTaATOYHOCTE;

* MX COBMECTHOE BO3IIENICTBUE;

* mpuoOpeTeHHas MaToJOrus Mocjae MHPEKIMOHHOTO
3a00JieBaHUs;

* 00mIasT TEOpUST PA3BUTHSI.

Hawubonee mmpoko MpuHsSTa TEOPHs, COIJIACHO KOTO-
poii mpennojaraercs, yto JIC mpoucxoasT u3 100aBOUYHO-
TO JIETOYHOTO 3a4aTKa, Pacrojiaraiolierocs: KayaajibHee
OT HOpMaJILHOTO 3auyartka Jjierkoro [5—7]. [IpuMuTUBHOE
OpOHXMATBLHOE AePEeBO HAUMHAETCS KaK BEHTPAIbHBIN
IUBEPTUKYJ TIepeaHel KUIIKU Ha 3-i Heaese recra-
LINY, KOTOPBIN pa3ielisieTCsT Ha TpaBBIid U JIEBBIN JIETOU-
HbI€ 3a4aTKM K 26-My nHI0. OTaejbHbIE JOJU JIETKOrO
dopMupyroTcs Mexkay S5-it 1 8-i1 HelmensIMU TecTaluu.
CnenosatenbHo, JIC, BeposSITHO, BO3HUKAIOT MeXIy 4-i
U 8-i1 HeeJIMU TecTalMOHHOrO Tepuona [8]. Beicokas
YacToTa BPOXACHHOI mradparMaaIbHOM TPhIKK Y Malld-
eHToB ¢ DJIC yka3pIBaeT Ha TO, UTO JIe(PEKT BOSHUKAET
110 6-11 Hepenu rectauu [1, 9].

D.M. Pryce [4] npeanonoxui, uto JIC mpoucxonsat
W3-32a TIEPCUCTUPOBAHUST apTePUil OOJIBIIOrO Kpyra Kpo-
BOOOPAIICHNS, BRI3BIBAIOIINX TPAKIIMIO JIETKOTO, OTYETO
YacTh OTHCIISIETCS OT JIETKOoro ¢ obpazoBanuem DJIC.

IIpenmonaraercs Takxke, YTO CUCTEMHBII apTepu-
aJIbHBIN KPOBOTOK MOXKET BO3HHMKATh WJIM Pa3BUBATh-
¢ B pesyiabrate nHbexunii gerkux [10, 11]. Ho aroit
Teopueit He o0bsAcHsAOTCT DJIC M coobuiaroascs
OpoHXoJieroyHas nepegHeKuIlneuyHass MaabopMalus
(CBJITIKM) [12—14].

PacnpocTpaHeHHOCTb

BpoxxaeHHbIe JierouHble MajibhopMallMi BCTPEUAIOTCS
MpUMeEPHO B 2,2—6,6 % Bcero pasHooOpa3usi BpOXKICH-
HbIX aHoManuii erkux [1, 2]. T1lo JaHHBIM 0030pOB Tie-
NATPUYECKOM TOPaKaJIbHO-XUPYPTUUECKOM MMPAKTUKHU,
MeIuaTpUIYeCKUX ayTONICUN U aHTeHATabHbBIX YIbTpa3-
BYKOBBIX HccienoBanuii (Y3HM) yactoTa BCTpedaeMOCTH
JIC ouenuBaercst B 0,15—1,8 % [7, 12, 15, 16], 1. e. BTO-
PBIMU MO YaCTOTE BPOXKACHHBIMU aHOMAJIMSIMU JIETKUX
MocJie KOMIJIEKCA aHOMAJIMI, Ha3bIBAEMbIX JIETOYHOW
areHesueli-runoruiasueii [3]. Menkue mopakeHUsI MOTYT
oCTaBaThCsT 0eCCUMITTOMHBIMH [16], ciemoBaTeibHO, HU-
KOrJa He perucTpupylorcs. MU3BecTHO, 4YTO Ha KayeCTBO
MpeHaTAIbHON BU3yaIM3aly HeOIaronpusiTHOE BIVsSTHUE
OKa3bIBACT LIEJIBIN s TEXHUUECKNX (PAaKTOPOB, UTO 3a-
TPYIHSIET TUarHOCTUKY aHoManwuii [17]. Takum obpazom,
HUCTUHHAs yacToTa BerpeuaemocTu JIC ocTtaeTcst HesICHOM.

XapaKTepMCTMKM 3KCTpaJ1063prIX CeKBeCTpaLWIVI

BonbimHcrBo DJIC nposiBasioTes B TIepBbie 6 Mec. XKH13-
HU. COOTHOLIEHUE IO MOJTY (MY>XCKOW : XXEHCKUIT) OLIEHU-
BaeTcs Kak 3—4 : 1, 4To 0OTMeUYaeTcs B MHOTOUMCIICHHBIX
HWCTOYHUKAX, XOTS IO JaHHBIM HEKOTOPBIX COOOIIIEHUI
KaKoro-aubo reHaepHoro npeodyianaHust He BbISIBIIE-
Ho [18, 19].

V 25 % Mmajblilieil IposiBIeHUE MTaTOJIOMMU HAaYMHA-
eTCcsl BCKOpe TOC/Ie POXICHUSI, TeOI0TUPYST pa3BUTUEM
pPeCcUpaTOpHOTO IMCTPECC-CUHIPOMA WU 3aTpyaHe-
Husmu npu nutanuu [ 18, 20]. ¥V neteii 6osee cTapiuero
BO3pacTa KJIMHNYeCKasl KapTHHA TIPOSIBIISICTCST pecIipa-
TOPHBIMU CUMIITOMAaMM ¥ MUHOTAA 3aCTOMHOM CEpACUYHON
HenocTaToYHOCThIO [21, 22]. DJIC MoryT onpeaensitbcs
AHTEHATaJIbHO BO BPEMsI XMPYPrUUeCKOTO JIEYeHUs Tra-
¢ parMaabHOM TPHLKY WX BO BpeMsI CKpUHWHTA peOeHKa
Ha IpyTrue BpoXIeHHbIe aHoManuu |9, 18].

CornyTCcTBYIOIIME BPOXIEHHbIE aHOMAJIUU OTMeYa-
totest y > 60 % nauuenToB ¢ DJIC. BpoxneHHas nua-
¢parmanbHast rpbKa — HanboJIee YacTasi COIyTCTBYIOIIAs
aHOMaJIus, BCTpeyarolasacd npuMepHo B 16 % ciydaes.
[Mpubau3urenbHO y 25 % NMalMeHTOB BBISBIISIIOTCS APYTHe
BPOXICHHBIE JIETOUHBIE AHOMAJINU, TAaKKe KaK TUITOTLIa-
3us [ 23], BpoKIeHHAsI KUCTO3HAS alcHOMATOUIHAST MaJTb-
dopmanus [24], BpoxneHHas goneBas sMmpusema [18]
uIm 6poHxoreHHast kucrta [25]. Takoke MOTyT BCTpeuaThest
BOPOHKOOOpa3Has IpyaHasl KjueTKa (pectus excavatum),
nedeKThl mepuKapaa U epuKapauaibHble KUCTHI, apTe-
pUabHBIN CTBOJI, TOTAJbHBIIA AaHOMAJIbHBIA BEHO3HBIU
JIPEeHaX JIeTOUHBIX BeH, AeKCTpaKkapausl, aHOMaJIUH Mo~
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3BOHOYHMKA, 10OaBOYHAasI Cejie3eHKa U TOpaKaJlbHbIe
1 a0IOMUHAJIbHbIE KUCThI KUILIEYHOU DYMIUKaTyphl |18,
26, 27].

BJIC yanie (no 65 % ciyyaeB) BCTpeyaeTcsi B JICBOM
remutopakce [18], B 90 % cityyaeB JIOKaJIU3YsICh B JIEBOM
3aHel pebepHo-anadparMaabHOM 60PO3ae, MEXTY HUXK -
Helt poJieit u qpuadparmoii [9]. Okono 10—15 % Beex DJIC
BO3HMKAIOT HIKE radparMbl, CUMYJIUPYST 00pa3oBaHUs
HannmoyeyHUKoB [28—30]. Takxke cyiiecTByOT cooOliie-
HUS 0 peakux Jokanuzauusax JJIC — Ha 1iee, B cpefocTte-
nuu [31]. AprepuanbHoe kpoBocHaOxeHnue DJIC B 80 %
clTydaeB OCYIIECTBIISICTCSI HEITOCPEACTBEHHO U3 TPYI-
HOW WJIM OPIOIITHOM aopThl, B 15 % KpOBb NOCTaBJISIETCS
U3 APYTUX apTepuil OOJIBIIIOTO KPyra KpOBOOOpaIeHUS
(MexXpebepHBIe apTepyH, JIeBasl KeTyIOIHAS U TIOUeYHAs
aprepun) [32], B 5 % — yepe3 ierouHyio aprepuio. Benos-
HbIl apeHax DJIC ocyliecTBasIeTCsl MPEUMYILIECTBEHHO
B BEHBI OOJILIIOIO Kpyra KpoBooOpalleHus (HeMmapHylto,
TTOJTYIO HEMTapHYIO BEHBI WJIM HIDKHIOO TTOJIYIO BEHY), Ofl-
HakKo 0Ko0J10 25 % DJIC apeHUpyoTCs MOJHOCThIO WU
YaCTUYHO Yepe3 JIErOYHbIE BEHBI.

Makpockonuuecku DJIC npencrasisier codoit 06-
pa3oBaHME OBAJIbHOW WM MUpaMUIAIbHON (POPMEI
CBETJIO-CEpOro MJIM pO30BOTO I1BeTa. PasMep cocrapisieT
0,5—15 cm. C MmoMeHTa npucoeanHeHUsT TH(PEKIUN 00-
pa3oBaHKe TOKPBHIBAETCS TUIOTHOM COSMMHUTETbHOTKAH -
HOI 000JIOUKOM, MJIOTHO MpUJIeXalleil K OKpyXalolum
CTPYKTypaMm.

Muxkpockonuyecku DJIC cocTOUT U3 HEPOBHBIX OPOH-
XOB, OPOHXMOJI M aJTbBEOJI, B 2—5 pa3 OOJBIINX, YeM HOP-
MaJbHbIe. BpoHXMANBHBIE CTPYKTYPHI MOTYT OBITh XOPOIIIO
copMUPOBaHBI TUOO OTCYTCTBOBATDH WJIN OMPEIACIISTHCS
KaK HEpPOBHbIE MPOCBETHI, BHICTIIAHHbBIE PECHUTYATHIM
TICEeBAOCTPATU(PUIINPOBAHHBIM LIUJIUHIPUICCKUM SITH -
TenneM. PacimmpenHbie cyOruieBpaabHbIe TUM@aTade-
CKI€ COCY/IbI OIpeesioTcs B 85 % ciiydaeB U MOTYT OBbITh
TaKOl CTENEHM BBIPAXXKEHHOCTU, YTO UX MOXHO CITyTaTh
C BPOXXJEHHOM JIerouHoi numdaHruoskrasueii [18].

XapaKTepuCTMKK BHYTPMAONEBLIX NIETOYHbIX
CeKBecTpaumii

BJIC BcTpeuarotcs gaiie, yueMm DJIC. B aHTeHaTaIbBHOM
reprone BJIC MoryT ObITh BBISIBIICHBI ¢ TOMOIIBIO Y3U.
JHo 2-netHero Bo3pacra BJIC nmporekaior 6eccuMnToM-
Ho [15, 18, 19]. B nanbHeieM KAMHUYECKUE TTPOSIBIIE-
HMS 3aKJTFOYAIOTCST B XPOHMIECKOM MJIN PELIMINBUPYIOIICH
ITHEBMOHMH. Y HEKOTOPBIX MAIIMEHTOB KIIMHUUECKUI JIe-
OIOT MPOSIBIISIETCSI CEPACYHOI HETOCTATOYHOCTbIO, COMPO-
BOXKIIAIOIIEICS BEICOKMM CepAEYHBIM BIOPOCOM, KPOBO-
XapKaHbEM WJIM BHYTPUTPYIHBIM KpOBOTeUeHMEM |5, 33].

B otiimuue ot BJIC, ripu JaHHO# MATOJOTMU HE OT-
MeyaeTcs TeHAEepPHOro InpeobsagaHusl, Kak MpaBuio,
BJIC — uzonuposBanHbie aHomanuu. BJIC nouTtu Bcerma
MopakaloT MeANAIbHBINA U 3aMHIE 0a3aTbHBIC CETMEHTHI
HIDKHUX DoJieit Jierkoro B 60 % ciydaeB ciieBa, OIHAKO
BO3MOXHBI U IBYCTOpOHHUE mopaxeHus [9, 33—35]. Ap-
TepuajabHoe KpoBocHaOxeHue BJIC npoucxoaut u3 Hu-
cxonsiiero otaena rpyaHoii (73 %) u oprowHoii (20 %)
aopThl. BeHO3HBIH apeHax B 95 % ciiyyaeB OCylIeCTB-
JISIETCS HEMOCPENCTBEHHO B JIETOUHbIE BeHbl. OTKCaHbI

BapuaHTHI BeHO3HOoro apeHaxka JIC yepe3 MexxpedepHbIie
BeHbI [36]. KnmnHu4Yeckoe mposiBJieHUe U MaKpPOCKOITH -
yeckast KaptuHa BJIC 3aBHUCAT OT TIpUCOeIMHEHOM MH-
¢exuu. B OobIIMHCTBE CilydaeB mojiexaiias IjieBpa
yTOJIIIIeHA 1 TUIOTHO TpUMasiHa K IpujexaliemMy cpeno-
CTeHUI0 1 auacdparme.

Makpockonuaeckur BJIC cocTonT 13 MHOXKECTBEHHBIX
KHCT pa3IMIHOTO pa3Mepa. MUKPOCKOTTMYECKH JIeToY-
Hasl mapeHx1Ma 3aMellleHa XPOHUYECKUM BOoCTaJeHUEeM
u (pudbpo30M ¢ ocTaTKaMu OPOHXOB U OPOHXUOJ, OKPY-
KEHHBIX IJIOTHOM (PUOPO3HOI COeAMHUTENLHOI TKAHbIO,
VHOUILTPUPOBAHHOM TUM@OLIMTAMMU.

Coobwatowascs 6poHxoneroyHas nepeaHeKuLLeYHas
Manbopmaums

CBJIITKM — penkast BpoxXKaeHHas JJeroyHasi aHOMaJusl,
BeposITHO, BriepBble onucaHa E. Klebs (1874) [37]. OnHako
TEPMHH «COOOIIAOIIAsICS OPOHXOJIETOUHAST TIepeaHEKM -
meyHast MasibopManusi» BBell R. D. Gerle et al. [38], onu-
caB coobuieHue DJIC u BJIC ¢ XKenynouyHO-KUILIEUHbIM
TpakToM. C atoro BpeMeHu omnpeaeneHue CbBJIMITK
pacIINpPeHO ¢ BKIIOUCHUEM HAIMIUS (QUCTYIIBI MEXKIY
MMUIIEBOIOM M KEJTYIKOM U OTPAaHUYCHHOI YacThIO pe-
cnupaToOpHOro aepeBa. MI3aMeHeHHas JierouyHasi TKaHb
Co00111aeTCs yepes3 SIBHYI0 OPOHXOMONO0HYIO CTPYKTYPY
¢ Bepxaumiu (4 %), cpeqaumu (11 %) v vvokaumu (67 %)
OTJIeJIaMU MUIIEeBOA, a B OCTAIbHbBIX 15 % ciyuaeB co006-
LIEHNE TaK1M e 00pa30oM MTPOUCXOIUT C KeayaKkoMm [38].

M.S.Srikanth et al. (1992) npoBeaeH 0030p TUTepaTypbl
" BeIAeeHH 4 cnenytomunx Tuna CBJITIKM [39]:

+ 1 (16 %) BcTpevaeTcsi COBMECTHO C aTpe3ueil muiie-

BOJa WM TPaXEOIUIIEBOAHON (DUCTYIOIA;

e II (33 %) — onHO JIETKOE LIEJIUKOM IPOUCXOMUT

W3 HIDKHUX OTIEJI0B ITUIIEeBOIA;

« 111 (46 %) — JIC coob1iaeTcs ¢ MUILEBOIOM WU XKe-

JIyIKOM;

* IV (5 %) — yacTb HOpMaJILHOTO OPOHXUAJILHOTO JIepeBa

COO00IIIaeTCs C MUIIEBOIOM.

BoabmmncTBo CBJITTKM miposBasitoTcst K 8-My Me-
CsIY KU3HU, pudeM 43 % nposIBISIIOTCS B 1-10 HEIEII0
xu3Hu [39]. Tlposiienusmu CBJITTKM, kak npasuro,
SIBJITIOTCS TTHEBMOHUSI, aOCIIeCC JIETKOTO WIIM PecITpa-
TOPHBI IUCTPECC-CUHAPOM, OOOCTPSIIOIIUICS MIPU TIpre-
Me muiu [26, 40]. MeHee yacThble ITPOSIBIIEHUST BKITIOYAIOT
racTpoa3odareaibHbIii pehIIOKC, PBOTY KPOBBIO, aHEMHUIO
U CepACUYHYIO HeIOCTaTOUHOCTH [38, 40]. Y ManpunkoB
1 IEBOYEK MOPaXKEHUST BCTPEYAIOTCSI C OMMHAKOBOI 4acTo-
toit. [TpaBast cropoHa BoBJieKaeTcs B mporecc B 75 % ciy-
yaeB, onHako npu usonupoBaHHoM 11 tune CBJITTKM
pa3HULIBI B CTOPOHE TTIOpaXkeHusT He oTMedeHo [41]. 3amo-
KYMEHTHUPOBAHBI TAKXKE PEIKME CIIydyan IBYXCTOPOHHETO
3aboneBanus [41, 42].

ConyrtcTBytoniye aHoMau otMevarorcst B 40 % ciryda-
€B, IIPY 5TOM caMble pacrpoctpaHeHHble (20—40 %) — ato
aHoMaJIMM pedep U Mo3BOHOUHMKA [35, 41, 42]. Atpe3un
(cuctynbl) uineBoga orMedeHsl B 16 % [39]. Ipyrue aHo-
MaJIMU MPeICTaBICHBI BpOXKICHHBIMUI TruadparMaIbHBIMU
IPBDKaMM, TyoneHAIbHBIMU CTeHO3aMU (aTpe3usiMu) [43],
aHOpEKTAJIbHBIMU MabpopMauusiMu [43], OpOHXOTeH-
HBIMU KucTamu [44], yiBoeHUEM MUILEBOAA WIM XKeTy/l-
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Ka [40, 44], HapylieHreM pa3BOpOTa TOHKOM KUILKU [45,
46] u cunnpomoM Goldenhar (KOMOMHUPOBAHHBIN TTOPOK
Pa3BUTHS TNIA30YIITHON 00JIACTU B PE3yJIbTaTe 3aIePKKU
pa3BuTHs 1 g GepeHIaly B paiioHe IepBoil XXabepHOi
JIyTY WJIY TIEPBOIi xkabepHoii 6opo3abl) [47].

ﬂpeHaTaanaﬂ AWarHoCTuKa

Cuwnraercd, uto Ha noo DJIC npuxoaures 10 23 % ciy-
YyaeB MOPaXXEHMUS JIETKUX, BISIBISIEMBIX TTPpeHATaIbHO [ 12].
DJIC moryt onpenensarhest npu Y3U mioaa eie B 16 Hen.
reCTalliOHHOTO MepHUOoIa KaK XOPOIIIOo OIpeaesseMoe Tpe-
YTOJILHOM (hOpMBbI 9XOTeHHOe 00pa3oBaHue B HUKHEMN
YaCTW TPYIHOM KJIETKW WJIM B CylIpapeHaJIbHOM OTIese
xuBorta [48]. AuddepeHIanpHbIN THATHO3 BKIIIOYaeT
BPOXIEHHBIC KUCTO3HBIC acHOMAaTOUIHbBIE MaIb(hop-
MalluM, OPOHXOT€HHbIE KUCThI, KUIIEUHbIe TyTIUKa-
Typbl U HelipobaacToMmsl [12]. [Tpu TouHOI MpeHaTaIb-
HOI TMAarHOCTUKE TpeOyeTCsl BU3yaIN3als CUCTEMHBIX
MMUTAIOIINX apTePUid, TIPU 3TOM MOXKET OBITh TTOJIE3HBIM
nonrmepockoe Y3U [13]. C uenblo yaydylieHUs MpeHa-
TaJIbHOM TUAaTHOCTUKH TTBITAJINCh TIPUMEHSITh SIIEPHYIO
MarHuTHO-pe3oHaHcHyo (IMP) Buzyanuzanuio. OgHa-
Ko adexTuBHOCTL AMP 17151 onipeneneHns MUTalonmx
COCYIOB B IpeHaTaJIbHOM TepUoJie He yCTaHOBIeHa [49,
50]. UncunaTepaibHblii TJIEBPAIbHbBIN BBITTOT BBISIBISIETCS
B 6—10 % cnyuaes [18].

[Iporuos mist tutoma ¢ BJIC MoXeT ObITh OJIATOIIPUSIT-
HbIM [ 18]. TTo HEKOTOPBIM JaHHBIM OTMEUEeHa YaCTUYHAS
WJIM TIOJTHAS perpeccHsi TOpaXkeH!sI BO BpeMs bepeMeHHO-
ctu. Y HeOobIoro uyncia rmionos ¢ JIC pa3BuBaeTcst Ha-
MPSIKEHHBIN TUAPOTOPAKC CO BTOPUYHOI BOASIHKOM [12].
Coo011aercs Takke 0 BBeIeHMM TOPaKOAMHUOTUYECKUX
IIYHTOB M IMTOBTOPHBIX TOPAKOIEHTE3aX B LEISIX YIyd-
meHus ucxonos [12]. MaTpaadapomunansHas DJIC mpe-
HaTaJIbHO TIPOSIBJISIETCS KaK 3XOTeHHOE 00pa3oBaHMe
C KMCTO3HBIMU, TUMEP- U TUITOXOT€HHBIMU 00JaCTIMU
B JIEBOM HajanoueuHoM oTaese [30].

CrenyeT UMeTh B BUIY pacIIUpeHHBIN quddepeH-
LMUAJTbHO-AMATHOCTUYECKUI P MTAaTOJOTUM, BKIIOYast
HelpoOIacToMy, KPOBOM3IMSIHUS B HAATIOUSUHUKU, Me-
30He(paIbHYIO 0JIaCTOMY, TEMaHTUOMY, JUMdaHTHOMY,
TepaToMy U IyTUIMKATypHBIE KUCTHI [28—30].

MocTHaTanbHasA guarHocTuka

Ocoboe BHUMaHHE CeAYeT YASIATh AETSIM, Y KOTOPBIX
OIPEIEIIOTCS IEPCUCTUPYIOIIME U PELUAUBUPYIO-
11e THEBMOHMU, PECIIUPATOPHBIN AUCTPECC-CUHAPOM
WJIM 3aCTOMHAs cepleyHasi HeJJOCTaTOYHOCTh 0e3 ove-
BUIHOM cepAeuyHO MpuYnHbI. McciemoBaHue HauM-
HaeTcsI ¢ peHTreHOoTpaduKu OPraHOB IPYIHOMN KICTKH.
WU3meHeHus1 mapeHXxuMbl, cBa3aHHbie ¢ JIC, BecbMa
BapuabenbHbl. bonbmrHcTBO BJIC mposiBisiioTes Kak
XOPOIIIO OIIpeaeIsieMOe TPEYTroJIbHOM (hOPMEI 00pa3o-
BaHME C INIMHHOM OChI0, OpPUEHTUPOBAHHOM ME€IUAJIbHO
1 K3aIM Ha 0a3ajbHble CEIMEHTHI JIETKUX. Y POBHU KU/ -
KOCTHU, O0YCIOBJIEHHbIE OPOHXMATbHBIM COOOILIEHUEM,
oT™meuatorcst B 26 % ciyuaeB. Pexe BJIC nmposiBisieTcs
KakK 00JIaCTb IMOBBIIIEHHON PEHTTEHOIIPO3PAYHOCTH WIIN
BO3IYILIHBIX OpoHXxorpamm [51, 52].

Muorue BJIC uMmeroT Mesikue pa3mephbl U ITPU peHTTe-
Horpaduy OPraHOB TPYIHOM KIIETKHM OCTAIOTCST HEBUI -
MbIMU [51]. Y3U nokazaHo 11 OLeHKY MOJ03PUTETbHBIX
00pa3oBaHMT HAITIOYEYHON JIOKAJIN3ALMH B IETCKOM BO3-
pacte [53, 54]. JIC TunuyHo mnpeacraBieHa Kak rumnep-
3XOreHHoe oopa3oBaHue. [1pu MoMoIIM TOTITUIEPOBCKOTO
Y3U BBISBISIOTCS TTATAOIIME apTEPUU U IPSHUPYIOIIE
BeHbI, moaTBepxkaatomue nuarto3 JIC [55].

AHoOMauu napeHxXumsbl, cBsg3aHHble ¢ JIC, nydiie ae-
MOHCTPUPYIOTCS TIPU TTOMOIIY KOMITBIOTEPHOI TOMOTpa-
¢um (KT), mo qaHHBIM KOTOPOIt BBISIBIISIETCS KOMITIICKC
00pa30BaHUIi ¢ HAIMYKMEM WM OTCYTCTBUEM KMCTO3HBIX
nsMeHeHuil. Bpemsa ot Bpemenu JIC nposiBiasieTcst Kak
SKUIKOCTHBIE VT MUKPOKMCTO3HBIE 00pa30BaHMS C YPOB-
HEM XUIKOCTH Pa3HOTO pa3Mepa. Takke MOTYT OIpe-
IEAThCS AM(]PU3eMaTO3HbIC U3MEHEHMST BOKPYT TPaHUIL
JIC [35, 56]. HatuBnast KT He mo3BosnseT pasnnuats BJIC
u DJIC, a Takke He TPUMEHSIETCST TSI OTIpe/ieSieH st abep-
PAHTHOTO apTePUAIIBHOTO KPOBOCHAOXKEHMS I BEHO3HOTO
npeHaxa [35, 52, 56].

ITo maHHBIM MYJIBTUTLIAHAPHOM SIePHON MAarHUTHO-
pe3oHaHcHoIt Tomorpaduu (MPT) BO3MOXHO BBISIBUTh
W3MEHEHMSI ITAPEHXUMBI JIETKUX, a TAKXKEe aHATOMUUYECKYIO
JIOKAJIM3ALIMIO CUCTEMHOTO apTeprabHOTO KPOBOCHAOXKE -
Hus ¥ BeHo3Horo apeHaxa JIC. Kpome Toro, mpeumyiiie-
ctBO siaepHoit MPT 3akitouaeTcsl B OTCYTCTBUU JydeBast
Harpy3KH, YTO MOXKET OBITh 0COOEHHO BaXKHBIM (DAKTOPOM
st MaageHtes [50, 57—59].

Ecnu HennBa3uBHas Busyanusaiuus JIC He ynanach,
TpaguiMoHHas aHruorpadus [60, 61] no cux mop uc-
0JIb3YETCsI IIpu uccienoBanuu [18, 36, 51, 62]. dis au-
arHoctuku JIC TakKe 10 CUX ITOp UCTIOJIB3YeTCs paanuo-
HyKJIuaHas aHrruorpadwus. JlaHHas MeTonvMKa oCHOBaHa
Ha IeeKTe HalloJTHEHHS BO BpeMs MCCIIeI0BaHMsI TTOTOKA
IIpY TIEPBOM Taccaxke, HO 3Ta TEXHOJIOTUS He oIlpee-
JISIET TTYTh aOeppaHTHBIX COCYIOB, M YETKOCTh IedeKTa
HaroJHEeHUs He Beeraa qoctatodyHa [63, 64]. OmHako gaxke
CTOJTb Pa3HOOOPA3HbII HAOOP CPENCTB BU3YaIM3allAN [ -
JIEKO HE BCETIa MO3BOJISICT YBEPEHHO NTMArHOCTUPOBATh
JIC. Tak, o manHbIM X.Sun, no onepaunu JIC He ObuTa
onpeneneHay 62,5 % nauuenros [35]. [To npyrum coo6-
LIEHUSIM TTOKA3aHO, YTO TIPU YCIIOBUM HACTOPOXKEHHOCTHU
TT0 ITOBOJY 3TOM ITATOJIOTUU JOOITepalliOHHAs TUarHOCTH -
ka JIC Gbl1a ipaBuibHO# B 94,4 % ciydaes [36]. Tawm, rie
nono3peBaetcsa CBJITTKM, nmpu KOHTpacTHOM UCCIIen0-
BaHWUM BEPXHUX OTHEJIOB XKeJYI0UYHO-KUIIIEYHOTO TPAKTa
MTOATBEPKIAETCA COOOIICHIE MEXKITy aHOMATUEH JIETKOTO
1 KeJTyTOYHO-KUIIEYHBIM TPAKTOM [65].

INeyeHue

ITo pesynpraram psina rccienosanuii [19, 36, 65] pekomeH-
JIyeTCsl Pe3eKLIMOHHOE BMEIIATeIbCTBO IPY BCEX aHOMAJIH -
SIX, TIPEKJIEe BCETO M3-3a HEYBEPEHHOCTH B JIOOTICPAIIOH -
HOM JMArHo3e U BO3MOXHOM COCYILECTBOBAHUM IPYTUX
aHOMAJIMIi, TAKMX KaK BPOXKIECHHbIE KMCTO3HO-aIeHOMAa-
TouIHbIe Masibopmariuu. JIpyrast Touka 3peHusI 3aKioda-
€TCSI B TOM, UTO Y HOBOPOXKIEHHBIX ITPH OTCYTCTBUU KITH-
HUYECKUX MPOSIBJICHUI XUPYPruyecKoe BMELIATEILCTBO
He nokazaHo [12]. ITpu nmpuHATUM pelIeHnusT O TOM, KakK
JIEYUTh OECCUMITOMHBIEC MOPAXKEHHUsI, B YACTHOCTH, He-
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OOJIBIIMX Pa3MEPOB, TOJKHO YUUTHIBATHCS COOTHOILIEHUE
pucka onepaunu u pucka JIC camoii no cebe.

Hns pesekumu BJIC moutu Bcerna TpeOyeTcs BBITION-
HeHue 1o03KkToMMUK. CerMeHTapHBbIe PE3EKIIMU BO3MOXKHBI
JIJIS1 TIOpakKeHUI 10 MpucoeanHeHust nHGekuuu. B ciyyae
BJIC BO3MOXHA U CEeKBECTpIKTOMUSI. [J1sT 000MX BUIIOB
JIC pemarorneit 4acThio ONepauy SIBISICTCS UICHTU(DM -
Kalus U JTUKBUIALMS aOeppaHTHOTO cOocya.

B cinyuasx CBJITTKM coobuieHue ¢ nepeaHeil Kuii-
KOU TOJIZKHO OBITh TIEpeBsI3aHO U pa3lesieHO KaK MOXK-
Ho ObIcTpee, a JIC ucceuena. Korma cooblieHue aeKUT
0JIM3KO K XEJITYTOUHO-TIUIIIEBOMHOMY COYCTBIO, MOXKET
MoTpedOoBaThCsl aHTUPEMIIIOKCHOE ONepaTHBHOE BMEIa-
TEJTBCTBO.

Bompoc o ToM, Kakoit omepaTUBHBIN ITOCTYIT MC-
MOJIb30BaTh — BUICOACCUCTUPOBAHHYIO TOPAKOCKOIIUIO
(BATC) unu TpaaivlIMOHHYIO TOPAKOTOMUIO, OCTAETCs
IUCKyTabeaTbHBIM. DOpMalIbHO TOPAKOTOMMST OCTACTCS
CTaHIAPTHBIM JOCTYIIOM JJISI PE3EKIINH, XOTSI HEKOTOPBI-
MM aBTOpaMHU ToaaepkuBaeTcs BoinoaHeHne BATC [66—
68]. Cuuraercst, uto BATC 0osee npeanodTuTeabHa st
neuenus1 JIC y nereit [31]. B 3amuty BATC yka3biBaercs
Ha TO, YTO IIPU MAJIbIX pa3pe3ax MOXeT CHU3UTHCS PUCK
MBIIIIEYHO-CKEJICTHON necdopMalini, BKIIOYas aCuM-
METPUIO I'PYIHOM CTEHKU, CKOJIMO3, cpallleHus pedep,
KPBUIOBUIHYIO JIOTIATKY, YTO MOXET ITPOU30UTH TTOCIIE
3aIHEO0KOBOI TopakoToMUu [69], ogHAKO McclienoBa-
HUS OTHAJICHHBIX PE3YIbTATOB, MOATBEPKAAIONINX 3TU
apryMEHTHI, OTCYTCTBYIOT.

Ecnu JIC conyTcTByeT cepaeuHas AeKOMIIeHCaLlUs,
BO3MOXKHO OKKJTIO3UPOBAHUE MMUTAIOIINX COCYIOB IO
PEHTIEHOJIOTUIECKUM KOHTPOJIEM C IIPUMEHEHUEM CITHU -
pajneit, MUKpOCTIMpaieil, OKKJIIOIEPOB, YaCTULL IIOJIUBU-
HUJAJIKOroJisl, creHT-rpadTos [22, 70—73].

DHIOBACKY/ISIPHBIE BMEIIATEIBCTBA TTPUMEHSIIOTCS KaK
B KaueCTBE CAaMOCTOSITEJIbHOTO JICUCHMSI, TaK M B THOPU/I -
HOM BapuaHTe, B KOMOMHALIMU C PEe3eKIMSIMU JIETKHUX.
CoobuaeTcss 1 00 OCJIOXKHEHMSIX Moce 3MO0In3alnid,
BKJTIOUAIOIIMX O0JIb M JIMXOPAIKY, TJIEBPATbHBIN BBITIOT,
MIPEXOISIIYI0 UIIIEMUIO0 HIDKHUX KOHEYHOCTEH M peKa-
Hanu3auuio aptepuu [71]. Yka3sbpiBaeTcs TakKe Ha To,
YTO XOTS MPU SMOOIM3ALNN YCTPaHSISTCSI aHOMAaJTbHAsK
BaCKYyJISIpU3alIKs, TTATOJIOTMUeCcKast TKaHb C TTIOTeHIINAITb-
HBIMU BO3MOKHOCTSIMU MaJIUTHU3ALUM octaeTcs [73].
ITpu untpa- n nonaguadparmaababix DJIC pesexuus pe-
KOMEHJIyeTcsT BO BceX ciydasix [65]. OmHaKo eciiu 3JI10Ka-
YECTBEHHBI XapaKTep IMaTOJIOTMH UCKITIOUEH, TOITyCTUMO
HaOJIoIeHHe 32 OECCUMITTOMHBIMU 00pPa30BaHUSIMU, T1AXKE
ecau 910 HekucTo3Hbie BJIC BHyTpu rpynHoii kinetku [12].

HernocpencTBeHHbBIE 1 OTIAJICHHBIC PE3YJIBTATHI JICUe-
Hust 1ipu JIC 3aBUCST OT KIIMHUYECKUX COUCTAHWI B 3TOM
rpymme. Tak, B.Savic (1979) [19] mpu 0630pe 540 ciydaeB
3aI0KYMEHTHUPOBaHbI JIeTaJIbHbIE UCXObI (1 = 5) BO BpeMs
olepamy U3-3a MHTPAOIIePAllMOHHOTO KPOBOTEUCHMS,
OHaKO oTMeueHO, uTo 23 u3 30 HoBopoxXIeHHBIX ¢ JIC
noru6yM BCKOpPE Mocjie YCTAaHOBJIECHUST AUarHo3a. XoTs
10 JTaHHBIM COBPEMEHHbBIX UCCJIEAOBaHUIA HE COOOIIIAeTCSI
00 MHTpAOIIepallMOHHOM CMEPTHOCTH, UMEIOTCST TaHHEIE
00 ypoBHe cMepTHOCTH 13—25 % B pe3yabraTe Mmepcu-
CTUPYIOLIEH JIETOYHOU TUIIEPTEH3UU 1 COITYTCTBYIOLIMX
aHomaumii [ 18, 65].

3aknioyeHue

BpoxneHHbIe aHOMAaJIMY Pa3BUTHS YEJIOBEUECKOTO Op-
raHM3Ma OTJIMYaloTCsS 0OJbIIMM pa3dHooOpasueM. JIC —
JIMIIb YacTh 3TOH OOJbILION MpobjieMbl. Tem He MeHee
MEeIMIIMHA pacIiojiaraeT onpeaeIeHHBIMU BO3MOXHO-
CTSIMHM CBOEBPEMEHHO PACIO3HABaTh U JICUUTH JaHHYIO
marojoruto. [1py 3TOM ciaenyer mmpe u3ydaTb 3TOT BO-
Mpoc, a creraarcTaM MIOMHUTD O CYIIECTBOBAHUHN 3TOM
ITaTOJIOTHH, OCOOCHHOCTSIX e¢ MOSBIICHUST, KIIMHUTIECKOTO
TEUCHMSI, TUATHOCTUKHU U JICUCHUSI.
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