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CuHOpom «amazaHa»

KnuHu4yeckue achekmel

» TununyHasi KapTUHA
B MoJioBMHE CITy4aeB aHOMaJIMsl KIMHUYECKH He TposiBisercs ¢ Yacto penu

JMBHpYIOIIHUeE Nerodnblie nHbekiuu « [TpusHaku cOpoca KPOBH ClIEBa HANPABC
(IpM BBIMOTHEHUHU TIPOOBI ¢ PU3HIECKOH HArPY3KOH).

» TaxkTuKa JeYeHusl
CrernmanpHoe eueHue He Tpedyercst ¢ I1o nokasaHusiM BBITOTHAIOT XHP

I'HYECKYI0 KOPPEKIHIO COMyTCTBYIOLMX MOPOKOB CEp/Ilia U JedeHHe OPOHXO
9KTa3HH.

» TedyeHue U NPOrHO3 y
V GOJNBHBIX C H30JIMPOBAHHBIM aHOMAJIBHBIM JIPEHAXKEM JIETOYHOM BEHBI 0K
jaemasi TIPOIOJKUTENLHOCTD JKU3HM He u3Mensiercst » [1pu conmyTeTBy O
MOpOKax Cepilia NPOrHO3 3aBUCHT OT THIIA IIOPOKaA.

» Yro XoTeJ Obl 3HATH Jiedamuii Bpau?
VTOYHHTH aHOMANHIO pa3BuThs * OLEHHTh 00bEM IIYHTHPYEeMOW KPOBH
ViMeroTcst i TIPU3HAKU JIETOYHOW THIIEPTEH3HH.

AucpdpeperyuansHeili duazHo3

— OOBIYHO PACTIOI0XKEHBI TOPU30HTAIBHO
WM HANPaBJIEHBI JIATEPAIbHO ¥ HECKOJIBKO
KpaHHAJILHO

Ilnacmunuamole amenekmasol
J1€2K020

— 3areMHeHHE B peOEPHO-TI03BOHOYHOM YIIIY,
yalie ¢ MpaBoi CTOPOHbI
— OTcyTCTBYET aHOMaJIbHAs JIETOYHasl BEHA

Celceecmpauwl J1€e2K020

— O6¢rpykTrBHast sM(HU3eMa JIErKuX BCICACT-
BHE O0JIMTEPUPYIOLIETO OPOHXHOIKTA
— HopmainbHblii IpeHaXx JETOYHbIX BEH

Cunopom Maxneooa/Cyaiipa—
JDiceiimca

— ATUIIMYHOE PACIIOTIOXKEHHUE JIETOUHOM BEHBI
TIP¥ HOPMAJILHOM BIAJIEHUH B JIEBOC TIPE-
cepaue

Anomanvnas «onyscoarowany
Ne2ounas 6eHa

lMone3Hbie coeemol U npeaocmepe»(eHun

V3MeHEHHs MOTYT ObITh €/1Ba BHIPOXKEHHBIMH © [IpH yMEHBLICHUH Pa3MEPOB 1P
BOT'O JIETKOTO M €r0 MOBBIIEHHON MPO3PauHOCTH BCET/IA CIEAYeT UCKIIIoYaTh aTh
MMYHOE PACIIOJIOKEHNE KPOBEHOCHBIX COCY/IOB.

Jluteparypa

Cirillo RL. The Scimitar sign. Radiology 1998; 206: 623-624

Woodring JH, Howard TA, Kanga JF. Congenital pulmonary venolobar syndrome
Radiographics 1994; 14: 349-369 . ‘

Zylak CJ et al. Developmental anomalies in the adult: radiographic-pathologi
correlation. Radiographics 2002; 22: 25-43

Cekeecmpauyus nez2ko20

HIBITKanb, KoTopas KPOBOCHAOKACTCS M3 CHCTEMHOIO apTepHaIbHOTO Py-
'N HE Chsi3aHa ¢ HOPMAIILHOM TPaxe0OPOHXMAILHON CHCTEMOM.
unaemuonorus

1 " ey
Cocramsier 0,15-6,4% Bcex BpOX/IEHHBIX TIOPOKOB pa3BUTHs Jierkux * Ipo-
MIICTCS B IETCKOM BO3pacTe.
N ~
JIH0A0r s, NATO(U3HOJIOT U, IATOTeHe3
llpnm{lcn Hast aHOMaJIMs Pa3BUTHS NIEpeIHEN KuIlky * Yaie HabonaeTcs ciie-
Wi+ CyIecTByeT HECKOIBKO THIIOB: BHYTPHIOJIEBAs cekBectpanus (75-80%
IEEX CllyYaeB) — CEKBECTp JIOKAIU3YeTCsl B MAPEHXUME JIEFKOTO B npejenax
Wiciiepanbaon niesper © Ipu BHenoneBol cexBecTpauuu obpasyercs 106a-
NOUHA 101151 BHE BUCLIEPATIbHOM ILIEBPHI * J06aBOYHOE JIETKoe MpeCTaBiseT
L0001 GPOHXONEroYHBII CeKBECTp ¢ PYIUMEHTapHBIM OPOHXOM.

Hannsie memodoe susyanuzayuu

M

¥ Meroas BoiOopa
KT, KTA.

& Jlanubie pentrenorpagun
OliibHOe WM TPeyronbHOE 3aTeMHEHHE C POBHBIMH KOHTYpaMH B JICBOM
el mexuobasanbHol obmactu * Ipu nepgopawyu Pa3BUBAETCS MHOIO-
MIMEpHas KUCTa, coepKaasi BO3YX MIIM JKHIAKOCTh © 2/3 ClyyaeB AaHHOI
(HOMATHH pasBUTHs IPUXOIATCS HA JIEBOE JIETKOE, TOYHEE Ha 3a/IHHUif CErMeHT
010 HIDKHEH J10J1H.

¢ Jlanubie KT u MPT
OBaIbHOE MM TPEYTOIbHOE 3aTEMHEHHE C POBHBIMH KOHTYpaMH, UMEIOLIEe
[HITYHYI0 JoKanm3anmio © Obpasyer kucty nocie neppoparuu * [1o ganusmM
Kl{‘\ NaTONIOrH4eCckoe 00pa3oBaHKe KPOBOCHAGKAETCS M3 apTEPHH, OTXOMIS-
lliei o aoptel * JlerouHasi TKaHb MMEET MOBBILIEHHYIO BO3LYLIHOCTH (pu
Iy TPHUIONICBOM CEKBECTPALIMH JIETKOTO).

& Anruorpadus
(‘ckBecTpupoBaHHas yerouHas TkaHb B 70% CIy4aeB KpPOBOCHAOXKaeTcsi W3
Ipy/HOH aopthl, B 20% — M3 GPIOWHON aopTel U B 5% — U3 MexpedepHOi
iprepun © OTTOK KPOBH OCYIIECTBISAETCS B JIETOUHBIE BEHBI (ipu BHyTpHIO-
JICBOM CEKBECTpAIMHU), CUCTEMHBIE I BOPOTHYIO BEHbI (IIPU BHENOJIEBOM
CCKBECTpALIHH).

*  1laTOrHOMOHMYHbIE CHMIITOMBI
OBajbHOE MIIM TPEYronbHOE 3aTeMHEHHE (C KHCTO3HBIM KOMIIOHEHTOM HJIH
0e3 Hero), uMerolee THUITUYHYO JIOKaJIU3aLuIo (380U Mearno0a3aabHbIi cer-
MEHT JIEBOT'O JIETKOT0) M CHCTEMHOE apTepHajibHOe KPOBOCHAGKEHHE.

Knunuyeckue acnekmer

¢ TunuyHasi kKapTuHa
Brenonesas cexectpanys nerkoro oGbIMHO KIMHMYECKH HE NPOsIBIIACTCS *
llepBbiM NposiBIeHMEM BHYTPHIONEBOH CEKBECTPALIMH JIETKOTO OOBIMHO CTd-
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Cekeecmpayusi 71e2K020

Cekgecmpauusi 71e2ko2o

Puc. 1.4 CeksecTpauus nerkoro,
CJTy4alHO BbIABNEHHAA Y MY>KUMHbI
68 net.

a Ha 0630pHOI peHTreHorpamme
rpyAHON KNETKMN BUAHO OKpyrnoe
3aTeMHeHue C POBHbIMU Kpasammn
B NpaBoM pebepHo-guradppar-
MasibHOM yry.

b Mpw KT (Kocaa kKopoHanbHas
npoekuus, MIP) 3aTeMHeHHasA
obnacTb npeacTasnseT coboi
VNHTPANoOyNAPHbIA yHaCcTOK TKa-
HU C HU3KOW MIOTHOCTbIO C YETKO
ouepyeHHbIMY rpaH1LaMK, CBA-
3aHHbIN C HUCXOAALLEN IPYAHON
aopToN.

WICH Jierounast uHpekuus © PeuuamBupyiomas nHeBMonus * Cynepu-
A+ KpoBoxapkanbe.
KA JIeyeHust
(EHHE CCKBECTPUPOBAHHOM JIETOYHON TKaHH * DMOOIM3ALUS TUTAOMIEH
Hepin,
Lesenne n nporuos
APOIHOS nocie ynaneHus CeKBECTPUPOBAHHOM JIGTOYHON TKAHW GIaronpusT-
I+ i GONBHBIX HE ONEPUPOBATh, Pa3BHBACTCS cynepuHpeKIHs, KOTopas
U1 OCHIOKHATECS| 06pPa30BAHUEM JIETOYHO-KHILIEUHOTO CBHUIIA, KPOBOTCYE-
M (1B KHCTY MM ¢ oOpa3oBaHHEM reMotopakca) © Buenomnesas CeKBeCTpa-
W IEIKOTO 4acTo aCCOLUMMPYETCs € APYTHMU aHOMAIIMSIMM PA3BUTHSL.

10 xorest Obl 3HATH JIedaumii Bpay?
NOOMHTHES B TOM, YTO MOJO3PHTENTbHAS JICTOYHAs TKAHb MMEET CHCTEMHOE
KponocHatkenne, 171s MOATBEPXKICHHS AMarHo3a.

hepeHyuanbHolli OuazHo3

onust — Pemuccus nocie neuenus
KA 1eekoeo — Pemuccus nocie neuenus

W\ 6 napasepmebpanenom  — Helipobnactoma y ieTei: o4aru 06bI3BeCTB-
LN omoene 3a0nezo JIEHUs1, HAJIMYUE METa0O0IUTOB, B YACTHOCTH
docmenus BaHWJIMJIMUHJIAJIBHOM KUCIIOTBI, B MOYE
— Jpyrue HelporeHHbIe OIMyXOJIM: BOBIICUE-

HHE KOCTEH B OIyXOJIEBBI MPOIIece

dHble coeembl u npeaocmepemeuun

ST

PEHTICHOrpaMMaxX  CEKBECTPALMIO JIETKOTO MOXXHO OIMOOYHO MPUHSTH
i"p()llxonemqﬂmﬁ UHQUIBTPAT.

parypa
¢0 ) et al. Diagnosis of pulmonary sequestration by spiral CT angiography.
Thorax 1998; 53: 1088-1092
101 AA et al. Intralobar sequestration: Radiologic-pathologic correlation. Ra-
tlographics 1997; 17: 725-745
Nhunmugam G. Adult congenital lung disease. Eur J Cardiothorac Surg 2005; 28:
AK3-489
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lunonnasus u ampe3us sle204HOU apmepuu lunonnasus u ampesus ne204HoU apmepuu

Puc. 1.5 Atpesus neroyHon apre-

pvn Y XXeHLWWHbI 45 ner.

a Ha 0630pHOI peHTreHorpamme
3aMeTHO YMeHblLUeHNe reMoTopak-
ca cneBa, CMeLeHne CpefoCTeHns
B/IEBO 1 MPAaBOCTOPOHHAA Ayra
aopTbl. CocyamncTan apxMTeKToOHMKa
NeBOro Nerkoro HapylueHa.

b Ha KT BugHa atpesus nesoi ne-
FOYHOW apTepun 1 HapyLieHHas
TeKCTypa napeHX1Mmbl 1€BOTO fer-
KOro; 3ameTHa 6onee rycras ceTb
COCYAO0B, HO OHYK bonee ToHKKe
1 06pa3syioT MHOrOYMCIEHHbIE KO-
natepanu.

OnpeodeneHue

»  JnuaeMHOJIOT sl
OHOCTOPOHHSS aTpe3Hust JIETOUHOU apTepuu © Berpeuaercs peiko.
»  JTHOJOrHUs, NaTOQPU3HOJIOrHsI, IATOTeHe3
AHOMaiHsi pa3BuTHsi * [WIOMIa3us M aTpesus JeBOW JICTOYHOM apTepHu
BCTPEUAKOTCs B 2 Pasa vaille, 4eM npasoi © OObIMHO acCOLMMPYETCs € NPABO:
CTOPOHHEI /{yroii aopthl * YacTo coueTaercs ¢ ApyruMH BpOKACHHBIMHU NOPG
KaMH cepala U cocyioB (IedeKThl NeperopoaKH cep/ia, KOapKTalus aopTh
OTKPBITBIN apTeprabHbIH MPOTOK).
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JlaHHble Mem00D08 8u3yanusayuu

» Metonbl BbIOOpa
KT, MPT.

» JlanHbie peHTreHorpaguu
UncunarepajibHOE yMEHbIIEHHE TEMOTOPAKCa Ha CTOPOHE IUITOILIA3HH (arpe
31K), THIIOIUIA3Hsi KOPHsI JIETKOro, cnaboe pasBUTHE COCYIHMCTBIX CTPY
(HEOHOPOIHOCTE TEHH M3-32 HAIHMYHs KOJLIATEpPalbHbIX cocyioB) © I1oBbl
[LIEHHAs IPO3PAYHOCTD JIETOYHOIO PUCYHKA KOHTpasIaTepaibHOr0 reMoTOpaK
ca C OTYETIMBBIMU KOHTypamH cocyioB ¢ CMelleHHe CpeloCTeHHUs B 10pa
JKEHHYIO CTOPOHY © [IpaBOCTOPOHHSIS [yra aOpThI.

» Jlanusie KT 1 MPT
OTcyTCTBHE OIHOM M3 BETBEH JIETOYHOTO CTBOJIA € TUNOITa3ued U HapylUIeH
HOM apXMTEKTOHHKO# JIEro4HOro apTepuaibHOro pycina, CBSI3aHHOM C KOJUIA:
TepasibHbIM KPOBOCHAOXKEHHEM U3 OpOHXHAIBHBIX, MEKPEOEPHBIX U JPYTH]
PACTONIOKEHHBIX PAJIOM apTEPHd. '

» [1aTOrHOMOHMYHBbIE CUMIITOMBI
VMeHbIIEHHBII TEMOTOPAKC ClIeBa, OTCYTCTBHE KOPHS JIETKOrO ¥ MPaBOCTO
POHHSISL yra aopThl.

KnuHu4yeckue acnekmol
» Tunu4yHasg KAPTHHA
Peuwmsupyiomas nerounas nudexiws © Onpinika * Kposoxapkanbe © [Tposie
JISIETCS Y IOPOCTKOB M MOJIOZBIX B3POCIBIX * Y 15% GOIBHBIX MPOTEKAET oec
CHMIITOMHO * MOXKeT OCIIOKHHTHCS JIETOYHOM THIIepTeH3Hel B nepros Oepe
MEHHOCTH ¥ Pa3BUTHEM OTEKa JIETKUX MPH NPeObIBaHAN HA 0OJIBIION BBICOTE
» TakTHKa Je4YeHHs
Jleyenne He paspaGorano © [Ipu KPOBOTEUEHHH BBINONHAIOT dMOOTH3ALM
WM [THEBMOHIKTOMHUIO.
» TevyeHue M MPOrHO3
3aBUCAT OT COMYTCTBYIOLIMX NIOPOKOB Pa3BUTHs CEp/lia U COCY/O0B.
» Yro X0Tea bl 3HATH JIedaluii Bpa4?
[IpuuKHy CUMITOMOB U UCKIIFOYUTB OITyXOJIb.
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[unonnasus u ampesus nezoyHol apmepuu Ampe3sus 6poHxa

AuddpepenyuansvHelli duazHos

Cunopom Makneooa/ — Ha KT Hanuyne y4acTKOB U MOBBILICHHOM, U HOP HONOTHSE
Cyatipa—/cetimca MaJbHOM BO3YIIHOCTH
— bpoHxoskTaruueckas nepecTpoika JeroqHon TKa
HH C YTOJIIEHUEM OPOHXOB B KOJJIAOMPOBaHHBIX,
PYOILI0BO-M3MEHEHHBIX JIETOYHBIX CErMEHTaxX

UARICH OYCHB peiKo * BpOHX OKAaHYMBAETCsI CIEMBIM KapMaHOM, KOTO-
CO00IIAETCS ¢ LEHTPAIBHBIM GPOHXOM.

01131, 1aTO(U3N0JIOrHs], IATOTeHe3

ACTieT cobol nepBUYHYI0 aHOMAJIMIO Pa3BUTHS C HAPYLICHHEM BET-
OPOHXHATLHOH CHCTEMbI HIIM BTOPHYHYIO NaTOJIOTHIO, 00YCIOB-
10 JIOKAJIbHBIM  IIMPKYJISIPHBIM HEKpo3oM Oponxa ° Haubonee uacro
LIy IACB) NOpaXaeTCs JIEBBIH BEPXHEN0IEBOU GPOHX.

Llenmpanvhulii — Hapyiena BeHTHISLIMS JJerOYHON TKAHU M3-3a
bpoHxozenHblil pax cnaBiieHus: OpoHxa, a Takke obeHeHa nepdy3us
BCIIEACTBUE Pe(IICKTOPHON Ba30KOHCTPHKIIMH
— CuMITOM NapaJoOKCaIbHOTO KOPHS

— VIHTaKTHas eroyHas aprepus mMemodoe susyanusayuu

Acnupayus unopoonoco  — HapyleHa BEeHTHIISLS JIETOYHOM TKaHU (are- iiBopa
mena JIEKTa3) B CBSI3H C acHHpaniell HHOPOIHOTO Tela;
obenHeHa nepdy3us u3-3a pedIekTopHON Ba30KOH Wiie penTrenorpaduu
CTPUKLIUU MNas T :
Ul TpHaza CUMIITOMOB: OYaroBOE€ 3aT€MHEHHUE C YETKO -
— A EAEES P OUEPYCHHBI

WL L paiaMy BOIHM3K KOPHSI JIETKOTO (CIM3HCTast npo0Ka B IPOKCHMATLHOM

HE (I PeTHYHOTO O6pOHXa); JIOKaNbHAs SM(pH3EMa JIEFOYHOTO CErMEHTa T10-

11010 OpoHxa, CB3aHHAs! C MONAJAHUEM B 3TOT CErMEHT BO3/1yXa M3 CO-

SN COIMEHTapHBIX GPOHXOB 110 MMEIOLIMMCS KOJLIaTepasIsaM; 00CIHEHHE
VIHCTOIO pUCYHKA B MIOPAYKEHHOM CErMEHTE.

e KT

OIHYHEL JIAHHBIM 0030PHOM peHTreHorpaduu; BUIEH yCEUEeHHBINH cer-

IAPILITT OPOHX; CETMEHT BEHTHIIMPYETCS yepes KoJllaTepaliy.

M HOMOHUYHbIE CHMIITOMbI

IIepias Tpraga CUMITOMOB (cM. «JlaHHbIE peHTreHOrpadum»).

— WHTrakTHas neroyHas aprepus

Mone3Hbie coeemobl u npedocmepekeHus
PenTrenorpaMmel MOryT ObITh OLIMOOYHO MHTEPIPETHPOBAHbI KAK PaK JErko
WM Kak cuaapom Maxueona/Cyaiipa—/Ixeiimca.

Jintepartypa
Ten Harkel AD, Blom NA, Ottenkamp J. Isolated unilateral absence of a pulme
nary artery: case report and review of the literature. Chest 2002; 122: 1471

1477 ¢CKUe acnheKkmeol

IMIAS KapTHHA

UM TIpoTeKaeT GeCCHMIITOMHO M B OOJIBLIMHCTBE CIydyaeB JHArHO-
PYC1O1 cilydaiiHo © Pexxe GobHBIE 00pamaroTest ¢ XKanobamu Ha 3aTpyj-
MHOE JibiXanye, TPUCTYIbI OPOHXMATBHOMH aCTMbI HIIH PELIMMBUPYIONTYIO
IXOICTOYHYI0 HHPEKIHIO.

WA J1eyeHns

WWNII0 JieueHne He TpeOyeTcst.

CHNEe U IPOorHo3

BWIoNpusTHBIE.

) X01e)1 ObI 3HATH JIevamuii Bpay?

I TIPHPOTY CTyYaHO BBIABIEHHBIX M3MEHEHHIT * VICKIIOUUTH omy-

{0 HekmounTts JAPYTU€ NPUYHUHBI JIOKAJBHOIO MOBBLILLIEHUS BO3YIIHOCTH
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