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BHyTpuaonesas GpoHxoneroyHas cekBecTpaums:
npuMep no3aHero feboTa peaKon BPOXAEHHON NaTonorum

M.A. Tpembsaxos, A.10. Tpemvsroe ™

enepanbHoe rocyapcTBeHHOE aBTOHOMHOE 00pa30BaTeIbHOE YUpeXIeHIe BbICIero 00pa3oBatms «bearopockmii rocyIapcTBeHHbI HALMOHATbHbI
HCC/Ie10BaTebCKHT yHuBepcHTeT> MumncTepeTsa Hayku i Bbiciero obpasosatns Poccmiickoii @enepammn: 308015, Poccus, bearopox, ya. Iodemwr, 85

Pesome

Bponxoserounas ceksectparus (BJIC) oTHOCUTCS K peIKUM BPOKIEHHBIM TIOPOKAM PAa3BUTHSI JIETKUX ¢ HATMYUEM HEBEHTUIIMPYEMOTO JIUCIIIA-
CTUYeCKOro (hparMeHTa MapeHXUMbl, OTJACJEHHOTO OT OCHOBHOTO OPOHXMAJIBLHOTO JepeBa C CUCTEMHBIM KPOBOCHAOXEHKMEM Yepe3 abeppaHTHbIC
apTepuu, BEHO3HBIM OTTOKOM B CUCTEMHOE BEHO3HOE PYCJIO WJIM JIETOYHBIE BEHbI, UMEIOIIIEro OOIILYIO C OCTAIbHBIM JIETKUM (IUIsl BHYTPUIOJIEBOIM
(BHTABJIC)), 160 camocTosTenbHyIO (U1t BHenoseBoi (BHeIBJIC)) BucuepaibHyio respy. Lleablo vccienoBaHus SIBUJIOCH OMMCAaHKUE HEO-
OBIYHOTO MO3IHETO eOr0Ta MpaBocTopoHHel BHTBJIC, xapakrepu3yeMoi ceBIOMHEBMOHMYECKUM BapUAHTOM TEYeHUST Y TTALIMEHTKH C COITyT-
CTBYIOLLEH MATOJIOrUei TPy IHOTO OT/Iea MO3BOHOYHMKA U 1radparMbl. OOCYyXaat0TCs TaKxKe BOIPochl hopMUpOBaHUS, MaHUbeECTALIMM, AUAr-
HOCTUKMU, AU bepeHInanbHOI TMarHOCTUKY, OCTI0XHeHUiT 1 ieueHust BHTIBJIC u ee coueTaHusi ¢ MHBIMU aHOMaIUSIMU PAa3BUTHSL. aKi0YeHue.
BJIC HeobxomMMo paccMaTpUBaTh B CUTYallMsIX HEOOBIYHOTO TEYEHUS MYJIbMOHOJIOTMYECKON MATOJIOTMU, OCOOEHHO B CJIydae ee JIOKaIu3alnu
B 0a3aJIbHBIX CErMEHTAX JIEBOTO (Yallle) UM MIPaBoOro (pexe) JIErKoro, XapakTepu3yeMoil aHOMaJIbHbIM KPOBOCHA0XKEHUEM U APYTMMU MTOPOKAMU
pPa3BUTHSI.

KnroueBble ci0Ba: GPOHXOJIETOUHAST CEKBECTPALIMSI; BPOKIEHHBIM MMOPOK PA3BUTHST JIETKUX.

KondumkT uarepecoB. KoHOIMKT MHTEPECOB aBTOpaMU HE 3asiBJICH.

®unancuposanne. OrHaHCOBas OAIEPXKKA ITyOIUKAIIUHA OTCYTCTBOBAJIA.

DTryeckas skcneprusa. VccienoBaHue npoBoIMUIOCh B COOTBETCTBUH € NMPUHIIMIIAMU XeTbCUHKCKOM Aekaapauuu. [TauueHT noanucan 106po-
BOJIbHOE MH(DOPMUPOBAHHOE COTJIACHE Ha MyOIUKAINI0 MHGOPMAIINK U U300pakKeHHI B HAYYHO-TPaKTUYecKOM XypHaie «[lyabsMoHomormsi».
BaaroaapHocTH. ABTOPBI BEIPAXAIOT HCKPEHHIOKO MIPU3HATEILHOCTh aCCUCTEHTY Kadeaphl TOCUTaIbHOI Tepanmu PenepaTbHOro rocynapcTBeH-
HOT'0 aBTOHOMHOI'O 00pa30BaTeIbHOTO YUPEXKIECHMsI BHICIIEro 00pa3oBaHus «bearopoackuii rocynapcTBeHHBINM HALIMOHATBHBIN UCCIEI0BATE b~
CKUIi yHUBepCcUTeT» MUHUCTEPCTBA HAYKU U BBICIIETro oopa3oBaHus Poccuiickoit Denepatinu Bpauy-mysibMoHosory O061acTHOTO roCcyIapcTBeH-
HOro OIO/KETHOTO Y4pexIeHUs 31paBooxpaHeHust «besnropoackas obsacTHasi KiMHu4Yeckasi 6osbHuLa Cestutensi Moacada» (bearoposm)
O.B. Epmunogy v accucteHTy Kadeapbl aHATOMUU U TUCTOJIOTUH yesioBeka DenepaabHOTO rOCyIapCTBEHHOTO aBTOHOMHOTO 00pa30BaTeIbHOTO
YUpEXICHUsI BBICIIETO 00pazoBaHUs «Belropoickuii TrocynapcTBEHHBIN HAIMOHAIBHBI MCCIIEIOBATEIbCKUI YHUBEPCUTET> MUHHUCTEPCTBA
HayK¥ M BBICIIETo obpasoBanus Poccuiickoit Denepaiinu, 3aBeayiolieMy otaeeHueM oHKoMopdonoruu O61acTHOrO TOCyIapCTBEHHOTO 0101~
JKETHOTO YUPEXICHUsT 3MpaBooxpaHeHust «benroponackoe maroioroanaroMmudeckoe 6opo» P.P.Xabubysauny 3a mpenoctaBIeHHbIC MaTepPUATbI,
HEOOXOAMMBbIE JIJIsl HAITMCAHUSI IAHHOM CTaThU.
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Intralobar bronchopulmonary sequestration: an example
of the late onset of this rare congenital pathology
Mikhail A. Tretyakov, Andrey Yu. Tretyakoy =

Federal State Autonomous Educational Institution of Higher Education “Belgorod State National Research University”, Ministry of Science and Higher Education
of the Russian Federation: ul. Pobedy 85, Belgorod, 308015, Russia

Abstract

Bronchopulmonary sequestration (BPS) refers to a rare congenital lung malformation with a nonventilated dysplastic fragment of parenchyma
separated from the main bronchial tree. This segment has a systemic blood supply through aberrant arteries and venous outflow into the systemic
venous bed or pulmonary veins and has a common with the rest of the lung (intralobar BPS) or an independent (extralobar BPS) visceral pleura.
Purpose of the study is to describe an unusual late onset of right-sided intralobar BPS characterized by a pseudopneumonic course in a patient with
concomitant anomalies of the thoracic spine and diaphragm; to discuss the issues of formation, manifestation, diagnosis, differential diagnosis,
complications, and treatment of intralobar BPS, and to consider its combination with other developmental anomalies. Conclusion. BLS should be
considered in patients with an unusual course of pulmonary anomalies, especially localized in the basal segments of the left (more common) or right
(less common) lung and characterized by abnormal blood supply and other malformations.

Key words: bronchopulmonary sequestration, congenital lung malformation.
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Bponxonerounas cexkBecrpauus (bBJIC) saBaseTcs Bpox-
JIEHHbIM OpokoM pa3Butust ierkux (BITPJI), mpu koto-
POM TIPUCYTCTBYET IOIOJTHUTEIBHBIN, HE YIaCTBYIOIINIA
B ra3000MeHe aHOMaJIbHbIM y4aCTOK TKaHU, OTAEIEHHbII
OT OCHOBHOTO OPOHXUAJILHOTO JepeBa U CHabXXaeMblil
KPOBBIO Yepe3 OHY WJIM HECKOJIbKO abeppaHTHBIX apTe-
pHi1 GOJIBIIIOTO KPyTa ¢ BEHO3HBIM OTTOKOM B CHCTEMHOE
BEHO3HOE PYCJIO (ITOJIbIe BEHBI), MO0 COXPAHSIONINIT €TO
B JIETOYHBbIE BEHbBI; OT TOr0, UMEET JIM TaKOl (hparMeHT
00I1Iy10 BUCLIEPAJIbHYIO TIJIEBPY C OCHOBHBIM JIETKUM WJIH
HazeJIeH COOCTBEHHOI, 3aBUCUT 0003HAUCHNE KIIMHU -
yeckoro BapuaHta BJIC — BayTpumonenas (BHTIBJIC)
nmu BHenonesas (BHeIBJIC). Cpenu npyrux BITPJI BJIC
cocrasiser Bcero 0,15—6,4 % [1].

Asnsgsace BITPJI, BJIC yacto nposiBisieTcs yke B 1eT-
CKOM BO3pacTe, HePEeIKO COYeTasICh ¢ AeeKTaMu Pa3BUTHS
COCEIHUX aHATOMUYECKUX CTPYKTYp. OOIIHOCTD MIeBPhI
1 HETIOCPE/ICTBEHHBI KOHTAKT TUCTUIACTUYECKOTO YUacTKa
C HOpMaJIbHO JTerouHoi TKaHbto ripy BHTJIBJIC mpenrio-
JlaraeT BO3MOXHOCTb HE TOJIbKO TeMaTOTeHHOTO, HO BO3-
IYIIIHOTO MH(MUIMPOBAaHUSI CEKBECTpa KoJulaTepaibHbIM
BEHTUJISILIMOHHBIM ITOTOKOM C Pa3BUTHEM PELUIUBUPY-
fo1eil MH(PEKIMOHHO-BOCTIAIUTEILHON peakiuu. Bot
rouemy > 50 % cityyaeB TaKOi MATOJIOIMU JUATHOCTUPY-
€TcsI B IEPBOE NECITUIETUE KU3HU, TIO3AHUI NeOI0T MEeHee
xapakTepeH [2]. B kauecTBe JeMOHCTpalMU MOCAEIHETO
MIPEICTaBIICHO ClIemyoliee KIMHNIeCKOe HaOIoIeHIE.

Knunnyeckoe HabnroaeHue

[ManmenTka M. 54 neT mocTymnuia B OTAeNeHUE € XXamobaMu
Ha OABILIKY TPU (HU3NIECKOI Harpy3Ke, Kallelb ¢ XeITO Mo-
kpotoii. Cunraet cedst 601bHOM OKoJo | rofa, mepuoanIecKn
OTMEYaJIoCh MOBBIIIEHNE TeMITepaTyphl Tesa 10 38 °C, Gecro-
KOWIM KalleJib C MOKPOTO# U1 onbIiiKa. [To TaHHBIM peHTIeHOo-
rpacduu u KomnbroTepHoii Tomorpadun (KT) opraHoB rpymaHoit
kietku (OI'K) u MarHUTHO-pe3oHaHCcHOI Tomorpaduu (MPT)
00HapyXeHbI 30Ha MHOWIGTPALIUY JIESTOYHOU TKAaHU B HIKHEH
JIoJIe CTpaBa € KUAKOCTHBIMU BKJIIOUEHUSIMU U TPbIKa Mosic-
HUYHO-peOEepHOro TPeyrojbHUKA cripaBa (puc. 1).

He xypurt, yriotpe6ieHue ajaKorost OTpULAET; SKCTUPIALIUS
MaTKH 6 JIeT Ha3aJl 1o TIOBOJTY 3JI0KauYeCTBEHHOTO HOBOOOPa30-
BaHUSI;, CTPAaeT TUTIEPTOHNIECKON OOJIE3HBIO; BPOXKICHHBIN
MPaBOCTOPOHHUI KM(DOCKOIMO3 IpyAHOTO oTaena 3-il cre-
TeHU; BapUKO3Has 00JIe3Hb BeH HUKHUX KOHeUHocTeil. [1pu
MOCTYIUIEHUN COCTOSIHUE YIOBJIETBOPUTETIbHOE, CTAOMIIBHOE.
TenocnoxeHrne HOPMOCTEHUUECKOE, CO3ZHAHUE SICHOE, KOX-
Hble TTOKPOBHI U BUAUMBIE CITU3UCTbIE — 03 0COOEHHOCTEN.
JlpIxaHue yepes Hoc cBoOomHOe. YacToTa NbIXaTebHbIX 1BU-
xeHnit — 18 B munyty. Carypauus kuciopogoM — 97 %. Ku-
(hockonunosHas neopmalius TpyIHON KJIETKH, B aKTe TbIXaHUS
00¢ TIOJIOBUHBI YYaCTBYIOT HEPABHOMEPHO 3a cueT aedopMaruu,
nayibIaLus rpyaHoM KJIeTKU 0e300Jie3HeHHAsI, JIETOUHBIN TIep-
KYTOPHBIH 3BYK, JAbIXaHUE BE3UKYISIPHOE, B HIDKHUX OTAEIaxX
cIipaBa 10 3aHell MOBEPXHOCTH AbIXaHUE OCAa0IeHO, BBICTY-

LIMBAIOTCS CYX1e HU3KOTOHAIbHBIE XPUITBI B HYDKHUMX OTIEIaX
¢ 0benx cropoH. O6J1acTh cep/lia U KPYIHBIX COCYIOB HE U3Me-
HEeHa, TOHBI IIPUITYIIeHHbIC, PUTMUYHBIE, ITYJILC — 70 B MUHYTY,
aptepuasbHoe aapaeHue — 130 / 80 MM pT. cT. 2ZKUBOT yyacTByeT
B aKTe JIbIXaHUsI, MITKMI1, 6€300J1€3HEHHBII, TICYSHb U CeJIe3eH-
Ka He nanbnupylores. Ctyi, nuype3 — B HopMe. O01acTh oyek
MpU najablauu — 6e3001e3HEeHHAas.

Pesynbrarhl 00111€TO aHAIM3a KPOBU:
*  CKOPOCTb OCEIaHUsI 3PUTPOLIUTOB — 7 MM / 4U;
*  reMornoouH — 148 r / 1;
*  sputpoumThl — 5,1 X 10" / 71;

|

Puc 1. KoMmnbloTepHas ToMorpamma Jierkux (akcuanabHas U (ppoH-
TaJIbHAs TIPOCKIINK ): 30HAa MHMWIBTPALIMY JIETOYHOM TKaHU 0e3 OpOH-
XOTrpaMM HEOTHOPOJHON CTPYKTYPBI C XKUIKOCTHBIMU BKITIOUCHUSIMU
B S7 m S10 cmpaBa, rpbika TOSICHUYHO-PEOEPHOTO TPEYrOJbHUKA
cripasa, KdocKoarmoThuueckas nedopManust rpyaHON KIETKU

Figure 1. Computed tomography of the lungs (axial and frontal views):
zone of infiltration in lower lobe of right lung without bronchograms
of heterogeneous structure with liquid inclusions in S7 and S10, hernia
of the lumbar-costal triangle on the right, kyphoscoliotic deformation of
the chest
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* remarokput — 0,5;

« TpoMGoumThl — 363,0 X 10° / 1;
+ Jjeiikouutsl — 14,6 X 10° / 1,

* Heirpodmisl — 86,0 %;

o juMdouutsl — 9,3 %;

*  MoHouutsl — 4,3 %;

« s03uHouIbl — 0,1 %;

+  6azodwisl — 0,3 %).

PesynbrarThl 0MOXMMHUYECKOTO aHAIN3a KPOBU:
* 0o06mwmii 6emok — 80,8 r / 7
*  MoueBuHa — 7,13 MMoIb / 71
* KpeaTuHWH — 95 MKMOJIb / JT;

*  nmoko3a — 6,4 MMoIb / I1;

* acmapTaraMuHOTpaHcdepaza — 17,3 exn. / 7;
* ajJaHMHaMHMHOTpaHchepasza — 26,5 exn. /

* C-peakTuBHBII 6e710K — 3,5 Mr / 11,

+ IgE o6mmii — 175 ME / mu;

* ¢dubpuHoreH — 4,251 / 1.

[Tpu ynsrpasBykoBom uccieaoBanuu OI'K BeisiBIeHa CBO-
6oIHAasT XKUIKOCTh B TIPABOiA MJIEBPATLHOM MOIOCTH (TOJIMHA
nojocku — 10 10 MM), a TakKe YIJIOTHEHUE aOPThI, CTBOPOK
AOPTAJIbHOIO KJlalaHa, KOHLEHTPUYECKAast TUIIEPTPOMUST MUO-
Kap/a JIEBOI0 XeIyI04yKa, HapylleHUue TMacTOINIECKON (hyHK-
IIMH JIEBOTO KeJTyIouKa 1-To ThIa, He3HAYUTeIbHAss MUTPaTbHAST
PETYPTUTAIINS, YBEIMUEHNUE TIOJIOCTH JIEBOTO TIPEACEPIHSI.

[To maHHBIM OPOHXOCKOIMUM OPTaHUYECKON MaTOJIOTUN
He 0OHaApYXXEeHO, Pe3yJbTaThl LIMTOJOIMYECKOIO MCCIeI0Ba-
HUSI TTOJTY9eHHOTO MaTepuaja CBUAETEIbCTBYIOT O HATMIUU
MWIMHAPUIECKUX W 0a3aJIbHBIX KJIIETOK OPOHXUAIBHOTO DITH -
TeNus ¢ mpojudepanueil U qereHepaTuBHBIMU M3MEHEHUSIMU
0€3 3JIEMEHTOB 3JI0KAUYeCTBEHHOM MeTaria3uu U KUCJIOTOYCTOM -
YUBBIX MUKOOGAKTEPUIA.

IMpoBenena anTubGakTepraabHast Tepanus KOMOWHAIUEH
nedenuma 4 T B CyTKHU 1 JieBodiokcaiHa 500 MT B CyTKH B Te-
yeHue 10 gHeit, Ha (hoHEe KOTOPOt OTMEYEeHbI HOPMaJIU3aLIusT
TeMIIepaTypbl, CHUKEHIE YPOBHSI JISHKOIIMTOB B KPOBU JI0 7,9 X
10° / 1. OnmHaKo MHOUIBTPATUBHBIC U3MEHEHUS B TAPEHXUME
MPaBOIo JIETKOI'0 COXPAHSIMCH. BhIIoIHEHa aHTMOITYIbMOHO-
rpacdus, Mo pe3yabTaTaM KOTOPOM YCTAaHOBJEHO, YTO OT IU-
CTAJIbHBIX OTIEJIOB TPYIHOM a0PTHI K YKa3aHHOMY y4acTKy Ta-
PEHXUMBI OTXOIUT MOTIOTHUTENbHAS apTepus (puc. 2).

BrimtoTHeHa HIDKHSIS T009KTOMUS cripaBa. [1pu ocmoTtpe
BBISIBJICHO He3apallleHue TJIaBHOW MEXI0JIeBOi 11ean, B S9—
S10 manbnupyercs mioTHOe oOpa3oBaHue 5—7 ¢M B IMaMeTpe,
JIETOYHAsI CBSI3KA YIJIOTHEHA, B HEll TABITUPYETCs] KPOBEHOC-
HBIIA cocyl (apTepusi) C BEHO3HBIM OTTOKOM B JIETOYHYIO BEHY.
TIpoBeneHO TMCTOJOIMYECKOE UCCIeI0BaHNE TTOJYYSHHOTO
orepalMoHHOro Matepuasa (puc. 3).

3aKITIOUNTETBHBIN KIMHUYeCKMi qruarHo3: BHT BJIC Hink-
Hell 101 TTPaBoTo JIETKOT0, KUCTO3HO-abclenupyomas hopma
¢ hopMHUpOBaHUEM XPOHUYECKOTo abcliecca.

O6cyxaeHue

BJIC aBnsieTcst peqkum 3a00eBaHUEM: B CIIUCKE APYTUX
BITPJI 3anuMaeT omHO M3 MOCIEIHUX MECT, COCTaBIISIS
nuib 0,15—6,4 %. OcHOBY 00JIe3HU COCTaBIISIET HApy-
IIeHre Mop@oreHe3a B 00JIaCT IPUMUTHUBHOM TIepe-
Hell KMIITKY BO BpeMsI (POPMUPOBAHUS B €€ BEHTPaIbHOM
YaCcTH TePBUYHON 3aKJIAIKM JETKOTO («ITOYKW»); KOTraa
pa3Mep SMOpHOHA COCTaBIIsIeT 4 MM, TaHHBIH 3a4aTOK JieT-
KOTO JIEJTUTCS Ha 2 TIEpBUYHBIX OpOHXA C MOCEAYIOIINM
«IIOYKOBaHUEM» TKaHM IS 5 JICTOUHBIX mojieil. [lamee
POCT JIETKUX ITPOMCXOIUT B BEHTPAITLHOM U KayTaJIbHOM
HaIpaBJICHUSIX, TePsis TIPU 3TOM CBSI3b C AaOPTOid, a Je-

3ametku u3 npaktuku « Clinical cases

Puc. 2. AuruonyiabmoHorpadust (3D-peKOHCTPYKLIMS): OT AUCTaTb-
HBIX OTIEJIOB IPYIHOI aOpThl K yKa3aHHOMY paHee YyacTKy MapeH-
XUMBI TIPABOTO JIETKOTO OTXOAWT NOTIONHUTENbHAS apTepus 10 5 MM
B 1uameTpe (yKazaHO CTPeJIKOi), aHATOMUYECKHU MPaBUJILHO B HEM
Pa3BeTBISIIONIASICS

Figure 2. Pulmonary angiogram (3D-reconstruction): an additional
artery (indicated by the arrow) up to 5 mm in diameter departs from the
distal part of the thoracic aorta to the previously indicated section of the
parenchyma of the right lung and branches in it with normal branching
anatomy

PRCHIHE

e

Puc. 3. I'ucronornyeckass KapTuHa OMOICUIHOIO Martepuaina: A —
CTeHKa MbILIEYHO-3JIaCTUUECKOi apTepun (okpacka no BaH I'm3ony;
% 100); B — TepMuHaibHast OpOHXMOJIA HEMTPABWIBHOW (hOPMBI, OTCYT-
CTBHE aJIbBEOJI, MUKPOKMCTBI B (PUOPO3HOI TKaHU (OKpacKa reMaTtok-
CUJIMHOM U 303UHOM; X 50)

Figure 3. Histologic analysis of the biopsy material: A, wall of the mus-
cular-elastic artery; Van Gieson staining; x 100; B, irregular terminal
bronchiole, absence of alveoli, microcysts in fibrous tissue (staining
with hematoxylin and eosin; X 50)
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TOYHBbIE apTEPUU 1 BEHbI CO3AAIOTCSI HE3aBUCUMO BOKPYT
pasBuBalolLerocs jerkoro. [locie 3Toro ocyiecTBasieTcst
ITOBTOPHOE COCIMHEHNE C a0PTOI 1 00pa3oBaHME OPOH-
XHUaJIbHOT'O apTepUaabHOro KpoBoobpaleHusi. Hanuune
JIOTIOJTHUTEIHHOTO 3a4aTKa U COXpaHEHUE B TEUEHUE BCETO
paHHEro 3MOPUOHAJILHOIO TepUoaa ero CBsI3U C PacTy-
el B KayTaJlbHOM HampaBJIICHUU aOPTOU OIIpeaessieT
pa3BUTHE JIETOYHOTO CEKBECTPA, JTUIIICHHOTO BCJICACTBUE
3TOro OpoHxuaabHbIX apTepuit [2]. CekBecTp He TOILKO
KPOBOCHA0XKA€eTCsI HEMOCPEACTBEHHO 13 a0pThI (92,6 % —
npu BHTABJIC u 77,8 % — nipu BuelBJIC) yepe3 abep-
pPaHTHBIC apTepu, HO U1 MUTPUPYET IO Mepe ee pocTa
MPENMYILIECTBEHHO B 0a3abHble oTaebl. Tak, 97,8 %
ciryyaeB BHTABJIC u 77,4 % BueJ1BJIC nokanusytoTcs psi-
JIOM ¢ HIKHe# noneit, a st BHe I bJIC cBoiicTBeHHa ele
nomunadparmanbHas (1,5 %) n abnomuHanbHast (8,2 %)
Jnokanu3zauuu [3]. Cama abeppaHTHas apTepusi 10CTaTOU-
HO KpyIHas (muameTp — 6—7 MM), OTHOCHUTCS K KJlaccy
COCYIIOB 3JIACTUYECKOTO TUIIA, pACITOIaracTCs B JISTOYHOMN
CBS3KE U OTJIMYAETCS 3HAYUTEIbHOW HEYCTOMYUBOCTBIO
K aTepOCKJIEPOTUUECKUM 3MeHeHusIM (B 15—20 % BJIC
TaKuX apTepUil HECKOJIbKO) [4].

OOIIHOCTBIO MOp(doreHe3a ceKBecTpa U aOPThI 00b-
SICHSIETCSI TIPUUYMHA OTHOCUTEIBHOTO IIpeodamaHus
JIEBOCTOPOHHUX (popm maTojoruu Kak s BHTABJIC
(57,3 %), Tak u (ocobenno) mist BueBJIC (78,9 %) [3].
Hao6opoT, y mauueHTKr Habaomanach NpaBOCTOPOH-
Hs1s1 BHTIBJIC, 11pu KoTopoii Tpe6oBaIoCh UCKITIOUEHNE
JIPYTrOv BPOXKIEHHOUN MATOJIOTUY TTPABOTO JIETKOTO — CUH-
JIpoMa «siTaraHa».

IIpu coBmameHWM CPOKOB 3aKIAIKU (Pa3BUTHS)
HOPMAJIbHOM 1 JOIOJHUTEIbHOU TKAaHU CEKBECTP I10-
KpbIBaeTcsl 0011el BUCLIEPAJIbHOM MJIEBPOii, CTAHOBSICh
BHYTPUIOJIEBBIM, KOT/Ia e TaKOI IMpolecc He CMHXPO-
HU3WPOBaH, JUCTKYU BUCIICPATLHOMU TUIEBPHI HE3aBUCUMEI
1 ceKBecTp (hopMHUpyeTcs Kak BHemoneBoii. Penkum Ba-
DPHAHTOM CEKBECTpPALIMU SIBJISIETCS] COUeTaHUE Cpa3y 00enx
¢opm — BHTIBJIC u BHeIBJIC, yka3biBasi Ha BO3MOX-
HOCTb IBYX(ha3HOU ITOCIIeTOBATECIbHOCTH TTOUKOBAHUS
AHOMAJIPHBIX 3aKJIaJ0K Ha Pa3IMIHBIX 3Talrax paHHETO
sMmbpuoreHesa [3, 5].

C yJeToM CyIIeCTBOBAaHUS T. H. THOPUIHBIX BAPUAHTOB
BIIPJI, roe BJIC npumepHo y 13 % GOJbHBIX COYETAETCS
C IPYTOM TTATOJIOTUEN — BPOXXIEHHBIM MTOPOKOM Pa3BUTHUS
JIETOYHBIX ObIxaTedbHbIX TyTelt (Congenital Pulmonary
Airway Malformations — CPAM), njist KOTOPO# yCTaHOB-
JIeH (paKT HEHOPMAJIbHOM SKCIIPECCUN TOMEO3UCHBIX T'e-
HOB (Hoxb-5), TeHOB (bakTOpOB TpaHcKpunuu (Nkx2,
Yy1u np.), bakropoB pocta (PDGF-B), OTBETCTBEHHBIX
32 OpraHOTeHe3, MOXKHO TPEATIOIOXUTh MPUIACTHOCTD
9TOI AUCOYHKIMU U K MOSIBIEHUIO ceKBecTpauuu [6, 7].
ITpu sTom BJIC nosiBnsieTcst cnopaguyecku, He OTHOCUT-
Cd K HacJIEICTBEHHOM MaToJIOTUu, CEMENHAsA UCTOPUS
00JIe3HU 3/1€Ch OTCYTCTBYET.

[Mpubmm3urenpHo Kaxawiid 10-it ciyvait BHTABJIC
coyYeTaeTcsl C MHBIMU TIOpOKaMU pa3BUTHS. B mpeacras-
JICHHOM HaOJIIOIeHUHU Y MallMeHTKN OTMEUEH MTPaBOCTO-
POHHUI KN(MDOCKOINO3 TPYIHOTO OTe/Ia MO3BOHOUYHWKA
¢ uncuiatepajbHoOl nuadparmanbHoil rpeikeil. Takue
nedeKThl OTHOCATCST K HanboJiee YacThIM JUCOIMOPUO-
reHeruyeckum gonojiHeHusM BHTABJIC, 3anumas misa

MaTOJIOTUU OCEBOTO CKeJieTa 1-e MecTo crycKa COImyTCT-
BYIOIIIMX aHOMAaJIMi1, TOTIa KaK HapylIeHUsT auadparmbl
3HAYaTCS TPETHUMMU I10 BCTPEUAEMOCTH TIOCIIe CUTYallit
MULIEBOJHO-OPOHXUAIBHBIX AUBEPTUKYJIOB, KOTOPbIMU
COIPOBOXKAaeTcs cekBecTpauus [3].

ITpu KonnarepanbHON a3pOTreHHON U reMaTOTeHHOM
KOJIOHU3AIINY MH(PEKIIMOHHBIMI areHTAaMU HETIOJTHOIICH-
HOI1 TKaHM cekBecTpa, ocodeHHo BHTJIBJIC, roBbiaeTcs
PYICK PeLIMIUBUPYIOILETO BOCHIAJICHUS, IpUYEM 0oJiee ueM
y 50 % GONBHBIX 3MU30/bI PECITUPATOPHOI MHGHEKIIUU
OTMeYaloTCs yKe B paHHEM IeTCKOM Bo3pacte. ['opasmo
pexe, KaK B IMPeICTaBIeHHOM KJIMHMYECKOM HaOJIoe-
HUU, TaKOe KIMHUYECKOEe Hayajao 00JIe3HU perucTpupy-
erca y v ctapiue 50 et [8, 9].

MNHpeKIMOHHO-BOCTIAINTEIbHAS PEaKLUs B OM-
CILTACTMYECKOM Ovare u gajee — B ITapaceKBeCTPaTbHOMI
MmapeHXuMe U TJeBpe ObIBaeT 00yCIOBIeHA HE TOJbKO
pecnupaTopHOil HerocnmuTaabHOU (h0poii, HO U TIpea-
CTaBUTEJISIMU TPYMITHI He(DepPMEHTUPYIOIINX OaKTePpUit
(Pseudomonas aeruginosa), TUIeCHeBBIMU TpudamMu (As-
pergillus spp.) u mukobakTepusimu [10, 11].

DusukaabHble CUMIITOMBI TAKOTO Mpoliecca 3/1eCh
MaJIO OTJIMYAIOTCSI OT JIOKAJIbHOTO YIDIOTHEHUS JIETOU-
HOI TKaHU WJIU peaKIINK IUIEBPHI MHOM IIPUPOIBI, TOIb-
KO MPEenCcTaBIEHHOCTb XPUIOB U KOJIUYECTBA MOKPOTHI
B CUTyallMM HE3HAYMTEJIbHOTO BOBJICUCHUS TAPEHXUMBI,
OKpYKaIOIIeH CEKBECTP, OYICT ropa3no MEeHbIIIeH, YeM
IMpY OOBIYHOM TTHEBMOHMU, a pa3pelieHrne NHOWIbTPa-
Ta Ha (poHE AaHTUMUKPOOHOI Tepanuu U KIMHUYECKOTO
YAYYIIIEeHUsT — BCEeTIa HEMOIHBIM. OTIeIbHO CIIeIyeT OT-
METHUTD 2 TIPUYUHEI TTOSIBJICHUS TTPOAYKTUBHOTO KaIILIs
1 KpOBOXapKaHbs B MOMeHT peunauba npu BHTIBJIC:

* IapacekBecTpabHOE BOBJICUEHNE aHATOMUYECKU HOP-
MaJIbHOI OPOHXOJIETOYHON TKaHM, BKITI0Yast (hopMu-
pOBaHUE TYT OPOHXOZKTA30B;

*  MHQEKIMOHHO-BOCTIATUTEIbHAS IeCTPYKIIMS TKAaHU
CEKBECTpa U JIM3UC CTEHKM OJIM3JIeKallero MpaBuibHO
¢(OpMUPOBAHHOIO OpPOHXA.

B caygae BHTABJIC (ipn HaaW4Ium XpOHUIECKOTO
BOCITAJICHUST) MO pe3yJibTaTaM OpoHXoTrpaduIecKoro Te-
CTa B TOI WJIV MHOM Mepe TpoaeMOoHCcTpupoBaHo B 30 %
cJIyJaeB IMOCTYIJIEHHEe KOHTPAacTa B aHOMAJIbHYIO 30HY,
B 14 % — HemnocpencTBeHHAs CBSI3b CEKBECTPA C OCHOB-
HBIM OpOHXMaJIbHBIM HepeBoM [3]. AOcuenupoBaHue
CeKBecTpa ¢ BOBJICUEHUEM B HEKPOTHMUYECKHUI Mpolecc
abeppaHTHOI apTepuu Mo (HakTy CUCTEMHOTO YPOBHS
apTepUaIbHOTO JaBJICHUS B HEM YpeBaTO JKMU3HEYTPOKa-
IOIIUM JIETOYHBIM KPOBOTEUCHUEM MJIM T€MOTOPAKCOM.
Kpome mHeBMOHMENOIO0HOM KapTUHBI M TeMOTOpaKkca,
TpeTbell KinHuueckoit dopmoii BHTABJIC sBsiercs nces-
JTIOOTTYXO0JIeBbIl BapuaHT. OCOOBIM, XOTSI 1 00JIee PeIKUM
npogsieHrneM bJIC MoxeT ObITh cepaeyHast HeAoCTaTOU -
HOCTb, KOTOpasI SIBJISIETCS UTOTOM XPOHUYECKOM Teperpys-
KU JIaBJIEHUEM TTPABOTO WJIN JIEBOTO JKEJTYTIOUKOB ITPU THUTIE
IIYHTAPOBAHUS «a0pTa-abeppaHTHAsI apTePUSI-BEHO3HBIN
JIPEHAaXX CEKBECTPa B TTOJIYIO BEHY» (JIEBO-IIpaBbIii cOPOC)
WIN «aopTa-abeppaHTHasl apTepusi-BEHO3HbBIN ApeHaxk
CEKBECTpa B JIETOUHYIO BeHY» (JIeBO-JIeBbIii cOpoC) co-
OTBETCTBEHHO.

Junarnoctuka BJIC ocHoBaHa Ha COOJIIONEHUM CIIEAY-
omux 3 yciaoBUii: oOHapyKeHue abeppaHTHOI apTepuu
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(pamroJOrMYecKrM WM YIbTPa3ByKOBBIM METOIOM), CBSI-
3aHHOTO C Hell aHOMaJIbHOTO (HE3aBUCUMOTO OT OCTaJIb-
HOro OpoHXMaJILHOTIO AepeBa) parMeHTOM JIETKOro,
MIPENMYIIECTBEHHO PACIIONOXEHHOTIO B 3amHe0a3ab-
HBIX OTIEIaX HUXKHEN T0JIU, a TAKXKe UCKITIOYEHUE UHOM
BITPJI c HeHOpMaJIbHBIM CUCTEMHBIM KPOBOCHAOKEHUEM.
B cnyuae KT- unu MPT-Bu3yanuzauuu cocyaa 10Mo-
HUTEIBHOM aHTHOTpadUUIECKOii OLIEHKU OOBIYHO OOJIbIIE
He TpedyeTcs [12]. Cam cexkBecTp nipu BHTBJIC Ha KT
MOXET OBbITh MPEACTaBIEH Y3JIOM, KOHCouaaluei (ro-
MOTEHHO MJIN, €CJIA €CTh KUCTBI, TeTEPOTCHHOI), TNO0
30HOM MOBBILLIEHHO ITpo3padyHocTi. DopMupoBaHue 1mo-
cJenHe KapTUHBI 00YCIOBICHO BO3AYIITHBIMU JIOBYILIKA-
MU, KOTJla KOJUTaTepabHbIN TTOTOK C TPMBHECEHUEM Ta3a
B CEKBECTp HEe HAXOIWT BBIXOJA M3-3a OTCYTCTBUS OPOH-
XHaJIbHOTO coobtneHus. OosraHas peHTreHorpacpus OI'K
MMeeT MEHBILYIO TUarHOCTUYECKYIO [IEHHOCTh, TOMUMO
Hecnieuuduyeckoit kaptuHel BHTABJIC B Buae yyactka
KOHCOJIMIALINM, Y3714 WIM KMCTO3HOTO / MYJIBTUKNCTO3HO-
T'O TIOPaKeHUsI, IUIIIb MHOTIA MOXHO 3aMETUTh apTePUIO
¢ (hopMoii NOMOJHUTENIBHOTO TPyOUaTOro 06pa3zoBaHusl,
OTXOZSIIIETO OT aopThl [12].

ITo pe3ymbTaTaM THUCTOJIOTMIECKOTO MCCIICIOBAHUS,
KaK ¥ TIPEICTaBICHHOTO KIMHUYECKOTO HAOMIONCHYSI, TIPH
BHT/IBJIC nmpoaeMoHCcTpupoBaHa KapTHUHA XPOHUYECKOTO
BocrajieHust (80 %), aHOMaJlbHO CTPYKTYPUPOBAHHbBIX
6ponxos (45 %), pubdposa (27 %), a TakKe 30H HEHOP-
MaJIbHBIX abBeo (8 %) [3].

IMpu ouarnoctuke BJIC ciaeayeT uckiaodyaTh UHYIO
MOXOXYIO MaTOJOTUI0 — BPOXJIESHHBIN BEHOI00apHbBII
CHHIpPOM (UM CMHAPOM XaJjalra, CUHAPOM «sTaraHa»
u ap.). s aTOro cuHapoMa CBOMCTBEHHA BapuadebHast
TUMorasus (¢ ABYXI0JEeBbIM CTPOEHUEM) BCETO MPaBO-
ro JIETKOro, ero aHoMajabHOE CUCTEMHOE KPOBOCHA0-
JKEHHUE C TTOJIHBIM WJIM YaCTUYHBIM BEHO3HBIM OTTOKOM
B HIDKHIOIO TIOJIYIO BEHY, a TAaKXKe TEKCTPATIO3UIINSI CePI-
ua [13]. [Tomumo BeHoJIOOapHOTO cUHApPOMa, AU de-
peHumanbHblii auarHo3 npu bJIC ctpouTes o npaBuity
HUCKITIOUCHUS TPaTUIIMOHHOM MTATOJIOTUU — ITHEBMOHUH,
HArHOUTEIbHBIX 3a00JI€BaHUI JETKNX, TICPBUYHON WIIN
METACTATUYECKON HEOTUIA3UU.

OcHoBHbIM npaBwioM Tepanuu BHTABJIC y B3pocibix
SIBIISICTCS] XMPYPIrUUIECKOe JICUeHUE C pe3eKIeil TKaH!
cekBecTpa WIM HUXKHel noiu. Llenbio Takoi TaKTUuKU
SIBJISIETCSI CHUKEHUE BEPOSITHOCTU XKU3HEYTPOXKAIOIIUX
ocnoxHeHuit BJIC (MaccCMBHOTO KpOBOTEUEHMSI, THEBMO-
TOopakca 1 T. I1.). B megmarpudeckoii mpakTike, HA000pOT,
JOITyCTMMA BBIKMIATEIbHASI TIpOrpaMMa M KOHCEpBaTUB-
HOeE JieueHre OpOoHXoJIerouyHoi nudekuuu [6, 9, 10, 14].

3akntoueHme

B cuny upe3BbIuaitHO Majioii paclpoCTpaHEHHOCTH U OT-
CYTCTBUSI CIIeUU(DUKUN KIMHUYECKHUX TPOSIBIIEHUI, OCO-
6enHo npu To3aHeM nebrote, BJIC npencrasisger 3HaY-
TeJIbHbIE TUAarHOCTUYECKUE TPYAHOCTH, CKPBIBASICh MO/,
MAaCKOW IMHEBMOHWH, MTapa3uTAPHbIX UJIM HATHOUTEJbHBIX
3a0071eBaHUI JIETKUX, (DTU3UATPUIECKOIN 1 OHKOJIOTUYe-
CKOM nmaTosioruu. Mexay TeM Ipu MOMOIIHU CYIIECTBYIO-
LIMAX BU3YAJIM3ALIMOHHbBIX TEXHOJOTHI BOBMOXKHO BbISIBUTh
JNUCTUIACTUYECKUU yYACTOK NAPEHXUMbI C HEHOPMaJIbHbIM

BEHO3HBIM OTTOKOM U / WJIM KPOBOCHAOXEHNEM TOCpe-
CTBOM abeppaHTHOM apTepuu OOJIBIIOrO Kpyra KpoBOO-
OpalleHus, 4acTo JJOKATU3YIOLIUICS B 0a3aIbHBIX OTAEIAX
JIETKUX ¥ COUETAIOUIMICS C IPYTUMU TIOPOKAMU PA3BUTHSI.

TakuMm 06pa3zoM, 0COOEHHOCTBIO MPEACTABICHHOTO
Habmonenust BHTABJIC y manmentku crapuie 50 jiet sB-
JISUTOCH €TO JUTUTENIbHOEe OECCUMIITOMHOE TeUeHUE, TICEB-
JIOITHEBMOHMYECKOE KIIMHNYECKOE Hayajl0 B KOMOMHAIINN
C BPOXXIIEHHBIM K1(HOCKOIMO30M IPYJAHOTO OT/IENa MO3BO-
HOYHMKA U 1eeKTOM auadparmbl.
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