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ApmepuoseHo3Hble manbopmayuu

OnpeodeneHue

[Tatomormueckoe cooOImeHNe MEKIY JICTOYHOM apTepreH W apTepHOIION JIeroy-
HOTO pycJila U JIETOYHOM BEHOU WJIM BEHYJIOH.

>

nuaeMnoJIorus

Penkas anomanus © B 80-90% ciyuyaeB HaOmromaercst y OOTBHBIX HACICICT-
BEHHOM reMopparnieckoit teneanruskraszueii (6onesns Ocnepa—Bebdepa—Pan-
IT10).

ITHO10THS, NATOQU3HOIOTHS, IATOTeHe3

OObIYHO BPOXKACHHAS MATOJIOTHS, peke — MPUOoOpeTeHHas (TpaBMaTHYECKas) ©
[Tpu cnopaanyeckoit popme Manbhopmanun oObIYHO conurapHsie © [Ipu 60-
ne3nn Ocnepa—Bebepa—Panmio apreproBeno3nsie Manbhopmaunu (ABM)
MHO)KecTBeHHbIe © O0bryHO ABM mMeeT nuTaronyto apTeproiy U ApeHnpy-
IONIYIO BEHYITY.

JaHHble MemoOoe susyanusayuu

Mertoabl BbIGOpa

KT, KTA.

JlanHble peHTreHorpagumn

Oxpyrioe uiaM J0JIBIaTOE 3aTEMHEHUE, OKPYKEHHOE HOPMAaJbHOW TKAHBIO;
pu Manb(GopMalmsix OOJBIIUX Pa3MEPOB COCYIUCTasi HOXKKA, COCTOSIIAS U3
MUTAIONIEH apTepuH U JPEHUPYIOIIEH BEHbI, JOCTUTAET KOPHS JIETKOTO.
Jaunbie KT

Kapruna npu KT cxonHa ¢ peHTreHorpaduyeckoii: OKpyIinoe Wi J10I59aToe
3ateMHeHne © CBsI3b ¢ COCYAaMH YacTO MOXKHO YBHJIETh TOJIBKO TIPH ITOMOIIN
METOJ]a KOMIIBIOTEPHOH KHHOTOMOTpaduu, IPH KOTOPOM JHATrHO3 MOXKHO T10-
CTaBHTb, ITPOBOJSI UCCIICIOBAHNE B MHTEPAKTUBHOM pekume © 1o 0030pHBIM
CHMMKaM MOXXHO CYIUTH O IJIOTHOCTH, THUIIMYHOW JJIsl cOCyIOB ° BBenenne
KOHTPACTHOTO BEIIECTBA COMPOBOXKAACTCS XapaKTEPHBIM ISl COCYAHCTBIX
00pa30BaHMH MTOBBIILICHUEM PEHTTEHOBCKOHN IJIOTHOCTH.

ITaTorHOMOHMYHBIE CHMIITOMBI

Oxpyriioe nin JonpgaToe 00pa3oBaHUE Ha COCYIUCTOMN HOXKKE.

Knunuyeckue achekmeol

TunuyHas KapTUHA

O6pr9H0 ABM KIMHUYECKH HE POSBISIETCA, M e 00HAPYKUBAIOT CITydaifHO;
THIIOKCEMHSI M CHUMITOMBI CEPJEYHON HEAOCTATOUYHOCTH TOSBIISIIOTCS JIMIIb
IIPY 3HAYUTEIBHOM 00beMe IIYHTHPYyeMOl KpoBHu © Y 1/3 GONbHBIX B aHAMHE-
3€ OTMEYalOTCsl TPAH3UTOPHBIE UILIEMUYECKUE aTaKH HIIH HHCYJIBT (BCIICACTBHE
BEHO3HBIX TPOMOOB) b0 abcuecc Mo3ra (00X0J JISTOYHOTO KalWUISIPHOTO
Gapnepa).

TakTuka JeyeHus

OMOomM3anus Ipy MOMOIIM KaTeTePOB C OTACISAEMBIM OAJUIOHOM HITH CIIHPa-
JIbIO; HCCEUYCHHE.

Bpo»xOeHHble 3abonesaHus

11
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ApmepuogeHo3Hble Manbpopmayuu

Puc. 1.1 ABM npu 6one3nu Ocne-
pa-Bebepa-Pangato. KT (MIP) ¢ xapak-
TEPHOW [ONbYATOCTbIO, U3BUTOCTbIO
1 YANIMHEHNEM COCYANCTbIX CTPYKTYP
1 HAaNMUMEeM LYHTOB Ha neprdepun,
KOTOpble Ha pEHTreHOrpaMmax rpys-
HOW KNETKN HEBO3MOXXHO pa3risi-
[eTb B AeTansx.

TeyeHnune 1 NporHo3

[Ipu 6onesznn Ocnepa—Bebepa—Pannto TedeHne n MPOrHO3 3aBUCST OT KOJIH-
YyecTBa MaJIb(OpMaILIMi U UX JIOKAJIN3ALHH.

Yro X0Tes1 ObI 3HATH Jedyaluii Bpa4?

Huarnos ¢ Jlokamu3zanuo ABM e IIpu 6onesnn Ocnepa—Bebepa—Panmio xe-
narenbHa KT wieHOB ceMbr OOJNBHOTO — HOCHTEJNICH MaTOJIOrMYecKOro reHa
JUTS PaHHETO BBISBICHUA JIeTOUHBIX ABM.

AudgpepeHyuanevHolli ouazHo3

Jlecounvie yszenku — OTCyTCTBYeT KOHTPACTHOE YCHIICHHE, XapaKTePHOE IS
COCYIMCTBIX 00pa30BaHUiA
— Iuraroume cocynsl ABM, B oTiin4me OT COCY/I0B y3€JKOB,
pacIIupeHbl ¥ YIUTHHCHBI

lMonesHoie cosemoi u npeaocmepe)KeHuﬂ
ABM MOXXHO OIIMOOYHO MPUHATH 33 Y3€JIOK B JITKUX HJIM 3JI0Ka4€CTBEHHYIO
OITyXOJIb.

Jintepartypa

Langer R, Langer M. Value of CT in the diagnosis of pulmonary arteriovenous
shunts. Cardiovasc Intervent Radiol 1984; 7: 277-279

White RI et al. Pulmonary arteriovenous malformations: diagnosis and transca-
theter embolotherapy. J Vasc Interv Radiol 1996; 7: 787-804



OnpeodeneHue

> DnuaeMHoOJIOrus
Hawubornee yacTtas npuuuHa MyHTa — Ie(QEeKT MEXKIIPEACEPAHON HIH ME}OKe-
JIYJIOYKOBOM TT€PEroposIKX JIMOO OTKPBITHII apTepHaIbHBIN IPOTOK, BHI3BIBAIO-
mye cOpoc KPOBH CJIeBa HAINPaBo.

> JtHos0rus, N1aTO(GU3N0I0T s, IATOTeHe3
COpoc cieBa HalIPaBO yBETUINBACT JISTOUHBIN KpPOBOTOK © [Ipu nedexre mMex-
MIPEICEPAHOMN IIEPErOPOAKH COPOC KPOBH, BBI3BIBAIOILINI IEPErPy3Ky 00bEMOM,
MPOUCXOOUT IO HU3KHUM AAaBJICHHUEM, OH ITPUBOAUT K IMOBBIIICHUIO JIETOYHOT'O
COCYAMCTOTO COTPOTHUBIIEHHSI, KOTOPOE BBI3BIBAET JICTOYHYIO apTEepPHATIbHYIO
THIIEPTEH3UIO JIUIIB CITYCTs JUINTENbHOE BpeMs © JledekT MexoKemy104KoBOH
TICPETOPOJIKH BBI3BIBAECT COPOC KPOBH CIIeBA HAIIPABO MO/ OOJIBIINM JaBICHH-
€M, TI03TOMY JIETOYHOE COCYANCTOE CONPOTHBICHUE yBEINIUBACTCS OBICTPO,
MIPUBOAS K PAaHHEMY Pa3BUTHIO JIETOYHOM apTepualibHOM TUNepTeH3MUN; KOTna
JTABJICHHE B JISTOYHOM COCYIHMCTOM PYyCII€ CPABHUBACTCS C JABJICHUEM B JIEBBIX
OT/IeNIaxX cep/lla, HarpaBJieHHe cOpoca KPOBU MEHSIETCSI Ha IPOTHUBOIIOIOKHOE
(peaxuus Diizenmenrepa) © OTKPBITHII apTepHaIbHBINA IPOTOK CO3/1aeT cOpOC
KPOBHU IOJ BBICOKMM JABJICHHEM C I'e€MOAMHAMHUYECKUMH ITOCIICICTBUSMH,
aHAJOTUYHBIMH Je(PEKTY MEXIKEIyJOYKOBON TIEPETOPOAKH.

JaHHble MemoOoe susyanusayuu

> Metoasl BbIOOpa
9xoKTI, MPT.

> JlaHHbIe peHTreHorpaguu
V3meHeHns Ha pEHTreHOrpaMMax IMOSBIAIOTCS TOJIBKO B TEX CIIydasx, KOIna
copoc kpoBu mpesbiimacT 40%, U BKIIOYAIOT BbIOYyXaHUE JICTOYHOTO CTBOJA,
yCUJIEHHE COCYIMCTOrO PHUCYHKa JIETKMX IPH MUCTOHYEHHU aopThl © Jleroy-
HBIE COCYJIbI paciiupeHsl © TeHb cep/ia HopMabHast WK CJIerka pacIiinpeH-
Hast © Pe3koe n3MeHeHHe AuaMeTpa COCy/IOB, a TAKXKE MPU3HAKU HAIPSHKCHHS
MIPaBBIX OTZEJIOB CEpJIia MOSBILIIOTCS MIPU JIETOYHOH runepreHsun © Jledekr
ME}OKETYI0YKOBOM NIEPErOPOAKU U OTKPBITHII apTepuabHbIi IPOTOK BbI3bI-
BAIOT yBEJIMYCHHUE JICBOTO NPENICEPNs, & OTKPHIThIH apTepUabHbIil IPOTOK —
pacuMpeHe BOCXOASIIEeH aopThl.

> Jlanubie MPT
[T03BOMNAIOT YTOUHHTH JIOKAJIU3ALMIO IIyHTa U ero Mopdoorndeckne 0cooeH-
HOCTH ° [103BONIAIOT OLIEHUTH 00BbeM cOpackIBaeMOM KPOBH (ITyTeM KOJTHUYECT-
BEHHOTO ONpPEJIENCHNsI 00BEMHOTO KPOBOTOKA B BOCXOJSIEH aopTe U JIErod-
HOM apTepun).

> [laTorHOMOHMYHBbIE CHMIITOMBI
Pacmipenne 1eroqHoi apTepuu U MeperoHeHre MajIoro Kpyra KpoBooopa-
IICHUSL.

Bpo»xOeHHble 3abonesaHus

13
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LlyHm

Puc. 1.2 BTOpWYHbIN fepeKT Mex-
npeacepaHoO neperopoaku (ostium
secundum) ¢ 60% c6pocom KpoBm
CfieBa HanpaBso Y »KeHWuHbl 41 ropa.
Ha peHTreHorpammax rpyaHom Knet-
K1 BUHO pacluipeHne TeHn cepaua
C Npy3HaKaMy HanpPsAXeHWA NPaBbIX
oTAenos (BblbyxatoLasn Ayra NeroyHo-
ro CTBOMa M LIMPOKas MOBEPXHOCTb
KOHTaKTa nepeAHen CTeHKN cepaua
C rPyAUHON) 1 ABHOE YMeHbLLeHne
nameTpa aopTbl. KopHK nerkmnx pac-
LIMPEHDI 3a CYET JIErOYHbIX COCY10B
6e3 Npr3HaKoB NepepacnpeaeneHna
KPOBW.




Knunuyeckue achekmei
Tunuunasi KapTUHa
HIyHTBI ¢ MUHUMAJIBHBIM COPOCOM KPOBH CJI€Ba HAIIPABO YacTO KIMHUYECKU
HE MPOSIBIISIIOTCS MITH UMEIOT CKYHYIO CUMITTOMAaTHKY © 3HauUTEeIbHBIN cOpoc
npu ieeKTe MEXITPEACEPAHON TEPEropoaAKH PUBOIUT K Pa3BUTHIO MPABO-
KEJTYJI0UKOBON HEJOCTATOYHOCTH, & MPH Je(PEKTE MEHIKETYI0UKOBOM TTepero-
POZIKK — K Pa3BUTHUIO JICBOKEIYI0YKOBON HEOCTATOUHOCTH.
TakTHka JeyeHus
PanHss koppekLus nopoka.
TeueHue u MPOrHo3
[Tpu panHel KOppEeKINH MOPOKa MPOrHO3 OiaronpusTHbI © [Tocie pazBuTHs
JICTOYHON THIIEPTEH3UH U PEeaKluu Ji3eHMEHrepa MpPOrHO3 HeOnarompusT-
HBIH.
Yro xoTes1 ObI 3HATH Jeyamuii Bpay?
Jlokanu3anuro myHTa U ero Mmopdonorudeckue ocodeHHocta © Oobem copa-
chIBaeMOi KpoBH °© DYHKIMIO KETyZOUKOB U KIaaHHOTO armapara cepia
WmeroTcst 11 IpU3HAKK CEPIICYHOM HEJOCTAaTOYHOCTH.

AucpdepenyuanecHelli duazHos

Veenuuennuiii cepoeunulii 6v1opoc — I'uneprupeos
— [Homuuuremust
— l'unepBonemus

lNone3sHole coeemeol U npeaocmepemenuﬂ
Hedektsl ¢ HeOobIIMM 00beMOM cOpacsiBaeMoii KpoBH (<50%) BBISIBUTH Ha 00-
30pHBIX PEHTI€HOIpaMMax He y/IaeTcsl.

Jintepatypa

Baron MG, Book WM. Congenital heart disease in the adult. Radiol Clin North
Am 2004; 42: 675-690

Steiner RM et al. Congenital heart disease in the adult patient: The value of plain
film chest radiology. J Thorac Imaging 1995; 10: 1-25

Wang ZJ et al. Cardiovascular shunts: MR imaging evaluation. Radiographics
2003; 23: 181-194
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CuHOpom «amazaHa»

OnpeodeneHue

AHOMaNbHOE BIIAJICHHE MPAaBOH, BEPTUKATIHHO PACIIONIOKCHHON JETOYHOW BEHHI,

JacTO COUCTAOMICCCa ¢ APYTrUMU BpPOXKJIACHHBIMU aHOMAJIUAMMN Pa3BUTUA (HCFO‘I-

HBII BEHOJIO0APHBIH cHHIPOM) © BpokaeHHast runioniasus Jierkoro © ['uroriasus

JIETKOTO C aHOMAJIbHBIM JIPEHaKEeM JIETOYHBIX BeH © CeKBecTpamnus JIeTKoro.

> OnuaeMmnoJIorus
Berpeuaercs peaxo (2:100 000).

> DTHoJorusl, NaTo(u3NoJI0rusi, NATOreHe3
BpoxnenHas aHoMmaiusi pa3BUTHs, TIPH KOTOPOW ITIpaBas WM, pexe, JieBas
JIErOYHasi BeHa JIPEHHPYETCS] HEMOCPEICTBEHHO B CHCTEMHYIO BeHY (0ObIY-
HO B nopanadparMaibHbIH OT/IENI HIKHEH IOJION BEHBI, peKe — B MEYEHOY-
HYIO WJIM BOPOTHYIO BEHY), IIPaBOE IMPEACEpANE WM KOPOHAPHBII CHHYC; 3TO
TIPUBOANT K TIOSIBJICHUIO cOpoca KPOBH CJIEBA HANPABO M Pa3BUTHIO JIETOYHON
runepreH3un. Y 25% 60npHBIX UMeeTcs Ae(eKT meperopoaxu cepana © Bpo-
KACHHASA TUIIOTCHE3US JICTKUX ITPOABJIIACTCIA aHoMaJIneH IIpaBoro JIErKoro
Y HEZ0pa3BUTHEM ero OPOHXOCOCYHCTON CUCTEMBI; KPOBOCHAOKEHHUE JIETKO-
IO MOXET OCYIIECTBIISITHCS U3 CHCTEMHON apTepuH.

BpoxOeHHble 3a601e8aHusA

ﬂaHHble Memooos eusyanausayuu

> MeToabl BbIOOpa
MPA nnmu KT npennourutensHee 0030pHOM peHTIeHOrpad .

> JlanHbIe peHTreHorpaguu
AHoOMaIbHas TipaBas JISTOYHAsI BEHA HATIPABIISICTCS] BEPTHKAIBHO U Ha YPOBHE
mradparMel MeAMAIbHO M3rHOaeTcs HamomoOwe staraHa ° B HemopasBuTOM
MIPABOM JIETKOM MOTYT OBITH COUYCTAHHBIC AHOMAJIMH, HAIIPUMEP PACIIHPEHHE
OpPOHXOB M COCYJIOB, BHICOKOE CTOSIHUE JHadparMbl U CMEUICHHE CPEIOCTEHUS
B MTOPAKCHHYIO CTOPOHY.

> Jlanubie KT
OTYETINBO BUIHO aHOMAJIFHOE BIIA/ICHUE JICTOYHOW BCHBI H KPOBOCHAOKCHHE
THITOTIA3UPOBAHHOTO JIETKOTO M3 CHCTEMHOTO pycia © Meton BbIOOpa, IMO-
3BOJIAIONINH THArHOCTHPOBATH COITyTCTBYIOIIIE aHOMAIIUU PAa3BUTHS, B YACT-
HOCTH THUIIOILIA3HIO JIETKOT0, MOAKOBOOOPA3HOE JICTKOE, TUBEPTHKYI TPAXCH,
OpPOHXO03KTa3MI0, MOPOKH cepiana (00BIYHO Je(eKThl MEePEeroponKu Cep/ra)
Y KPOBOCHA0XKCHHE JICTKOTO U3 CHCTEMHOM apTepHH.

»  Jlanubie MPT
W3menenus, BeisBisiemble ipu MPT, Takue ke, kak npu KT.

> AHruorpagus
B HaCTOALICC BpeMSI B Ka4y€CTBC HepBI/I‘-IHOFO METOAa AUArHOCTHUKH y>1<e
He npumensiercst ©* KTA u MPA B 3HaunTeNbHON CTENEHH BBITECHUIN TPaIu-
[IMOHHYIO aHTHOTpadHIo.

» TIaTOrHOMOHHUYHbIE CHMIITOMBI
AHOManbHas1, BEPTUKAJIHHO HAMIPABJICHHAS IIpaBast JETOYHAS BEHA.

16



CuHOpOM «ImazaHa»

Puc. 1.3 CnHApPOM «ATaraHa».

a Ha 0630pHoI1 peHTreHorpamme
rPYAHON KNeTKM BUAHA KPynHas
aHoMmasibHas leroyHas BeHa, ugy-
LLian napannesbHo NpPaBow CTeHKe
cepaua 1 ncyesatoLlas B MpaBom
KapavoaunadparmanbHOM yriy
(cmpernka).

b AHoManbHas BeHa BnajaeT B HUX-
Hioto nonyto BeHy (LICA).
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CuHOpOM «ImazaHa»

KnuHuyeckue acnekmeol
Tunuynas kapTHHa
B nonoBune CJIy4acB aHOMaJIus KIMHUYCCKN HEC NPOABIACTCA Yacto peuu-
JMBHpYIOLIHe JierouHble nHdekuun © [Ipuznaku cOpoca KpoBH clieBa HaIIPaBO
(TIpu BBITIOTHEHNH MTPOOBI ¢ PU3NYECKOI HArpy3Koi).
TakTuka JeyeHns
CneunanpHoe nedenue He Tpebyercs © [1o moka3aHusAM BBEINOIHAIOT XHPYP-
TMYECKYI0 KOPPEKIUIO COMyTCTBYIOIINX MTOPOKOB CEP/ALA U JICUEHHE OPOHXO-
IKTa3HH.
TeueHue ¥ MPOrHoO3
Y GOJBHBIX C U30JIMPOBAHHBIM aHOMAJIBHBIM JIPEHA)KEM JIETOYHOHM BEHBI OXKH-
JaeMasi IpOAOJDKUTEIIbHOCTD JKU3HHU He m3MeHsercs ¢ [Ipu comyTeTByrommx
MIOPOKax Cep/Ia MPOrHO3 3aBUCHUT OT THIIA TIOPOKA.
Yro xoTes1 ObI 3HATH Jeyamuii Bpay?
YTOUHUTH aHOMANMIO pa3BUTHA ° OLEHUTh 00BEM UIYHTHPYEMOWH KpOBU
WmeroTcst 11 IpU3HAKY JIETOYHOW TUTIEPTEH3HH.

AupdepenyuanevHelli duazHos

IInacmunuamele amenexkmasvr  — OOBIYHO PACIIONOKEHBI TOPU3OHTATIBHO

N1€2K020 WITH HalpaBJICHbI JaTePaTbHO U HECKOJIBKO
KpaHHAIBHO

Cexsecmpayus ne2ko20 — 3areMHEHHE B peOCPHO-TT03BOHOYHOM YIITY,

yarie ¢ MpaBoi CTOPOHBI
— OTCcyTCTBYeT aHOMaJIbHAS JIETOYHAS BEHA

Cunopom Maxneooa/Cyaiipa— — O6cTpyKTHBHAs SM(U3eMa JISTKUX BCIEICT-
Iiceiimca BHE O0IHUTEPUPYIOIIETO OPOHXHUOIHTA
— HopmanbHblil ApeHax JErouyHbIX BEH
Anomansnas «onysxrcoaiowyasy — — ATHUITHIHOE PACTIONIOKCHHE JIETOYHON BEHBI
JIe20UHas 6eHa [P HOPMAJIbHOM BIIaJICHUH B JIEBOC TIPE/I-
cepame

lMonesHoie cosemoi u npeaocmepemeﬂun

V3meHeHust MOTYT OBITh €/1Ba BHIPQXKCHHBIMH © [IpH yMEHBIIEHUH pa3MepoB Tpa-
BOTO JIETKOT'O ¥ €T0 MOBBIIICHHOH TPO3PayHOCTH BCET/a CJILYET NCKITI0YaTh aTH-
ITUYHOE PACIIOI0KEHNE KPOBEHOCHBIX COCY/IOB.

Jlntepartypa

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-pathologic
correlation. Radiographics 2002; 22: 25-43



Cexsecmpauun Jle2Ko2o

OnpeodeneHue

Jlerounas TkaHb, KOTOpas KPOBOCHAOKAETCSI M3 CUCTEMHOTO apTepHAIBHOTO Py-

clla M He CBsI3aHa C HOPMaJIbHOM TPaxeoOpOHXUAIbHOW CHCTEMOM.

> nuaeMHOI0THsA
Cocrasnser 0,15-6,4% Bcex BpOXKICHHBIX TOPOKOB pa3BUTHUS jerkux ° IIpo-
SIBIISIETCSI B IGTCKOM BO3paCTe.

> DTHoJorusl, NaTo(hu3noJI0rusl, NaToreHe3
Bpoxnennas anomanus pa3BUTH IepegHel KUKy © Yarre HabmomaeTcs cie-
Ba * CylIecTBYeT HECKOJIBLKO THUTIOB: BHyTpuaoienas cekBectpanus (75-80%
BCEX CIy4aeB) — CEKBECTp JIOKAJIN3YETCsl B MapeHXUME JIETKOro B Iperenax
BHCIIEpAJIbHON TUIeBpHI © [Ipyu BHenoneBol cekBecTpaluu odpasyercst 100a-
BOYHAs J10JIsI BHE BUCIIEPATIBHON TIEBPHI © J|00aBOYHOE JIETKOe MPEICTaBISIET
€000l OPOHXOTIETOYHBIA CEKBECTP C PYIUMEHTAPHBIM OPOHXOM.

Bpo»xOeHHble 3abonesaHus

JaHHble MemoOoe susyanusayuu

> Metoasl BbIOOpa
KT, KTA.

> JlaHHbIe peHTreHorpaguu
OBanbHOE MM TPEYrOJbHOE 3aTEMHEHHE C POBHBIMH KOHTYPAaMHU B JIEBOM
3ajHell MeauobasanpHOM obnact © [Ipu nepdopaiyu pa3BUBaeTCs MHOTO-
KaMepHasi KHCTa, COZlep Kalliasi BO3IyX WIH JKUIKOCTh © 2/3 ciiydaeB JTaHHOU
AQHOMaJIMHU PA3BUTHS IIPUXOJATCS Ha JIEBOE JIETKOE, TOUHEE Ha 38 JTHUH CErMEeHT
€ro HIKHEHN JI0JIH.

> JNaunubie KT u MPT
OBanbHOE WIN TPEYTOJILHOE 3aTEMHEHNE C POBHBIMU KOHTYPAaMH, UMEIOIIEe
TUMTUYHYO JIOKau3aiuio © O0pa3yeT KucTy mnocie nepdopaiuu  [1o mraHHbIM
KTA naronoruueckoe oOpa3oBaHHEe KPOBOCHAOKAETCSI M3 apTEePUH, OTXOI-
mei ot aopthl © Jleroynasi TKaHb MMEET IOBBIIICHHYIO BO3AYIIHOCTH (TIpH
BHYTPHOJICBOM CEKBECTPAIINH JIETKOTO).

> AHruorpadus
CexBecTpupoBaHHas jerouHas Tkanb B 70% ciryuyaeB KpOBOCHAOXaeTcsl U3
rpyaHoil aoptel, B 20% — u3 OpromHoi aopTel U B 5% — U3 MexpedepHO
aptepun © OTTOK KPOBU OCYLIECTBIICTCS B JIETOYHBIE BEHBI (TIPH BHYTPHIIO-
JICBOI CEKBECTpalnM), CUCTEMHBIC WJIM BOPOTHYIO BEHBI (IIPH BHEOJIEBOU
CEKBECTpPALIUH).

> TlaTOrHOMOHMYHbIe CHMIITOMBI
OBanbHOE WM TPEYTroJbHOE 3aTEMHEHHE (C KUCTO3HBIM KOMIIOHEHTOM HIIH
0e3 Hero), MMEIOIIEee TUITHYHY O JIOKAJTU3AIHIO (3aHUI MeIH00a3aIbHBIN Cer-
MEHT JIEBOT'O JIETKOT0) U CUCTEMHOE apTepHaIbHOE KPOBOCHAOKEHHE.

KnuHuyeckue acnekmeoi

> TunuyHasg KapTHHA
BHenoseBasi cekBecTpanys Jerkoro 00bIYHO KJIMHUYECKH HE TPOSIBIISIETCS ©
[lepBBIM MpOSIBIICHUEM BHYTPHJIOIEBOW CEKBECTPAIMHU JIETKOTO OOBIYHO CTa-
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Cekgecmpayus 1e2koeo

Puc. 1.4 CekBecTpauus nerkoro,
C/lyYaliHO BbIABMIEHHAA Y MY>KUMHbI
68 ner.

a Ha 0630pHoi1 peHTreHorpamme
rPYAHON KNETKM BUAHO OKPYyrioe
3aTeMHeHe C POBHbIMU Kpasammn
B NpaBoM pebepHo-anadpar-
MaJibHOM yry.

b Mpw KT (Kocas kopoHanbHas
npoekuua, MIP) 3atemHeHHas
obnacTtb npeacTaBnseT coboi
MNHTPanobynapHbIA y4acToK TKa-
HW C HN3KOW NNOTHOCTbIO C YETKO
oYepyUYEHHbIMU rpaHnLLaMK, CBA-
3aHHbIV C HUCXOAALLEN TPYAHON
aopToN.
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CeKBecmpauUH J1eeKo2o

HOBHTCS JIero4Hast MHQeKus ° PenmauBupyromas maeBMoHus © CymnepuH-
¢exmus © KpoBoxapkaHse.

TakTuka 1edyeHus

Hcceuenne cekBECTPUPOBAHHOMN JIETOYHON TKAHU © DMOOIU3aIns MUTAIOIEH
apTepuu.

Teuenue u NporHo3

[IporuHo3 nocie yaaieHus: CeKBECTPUPOBAHHON JICTOYHOM TKAHU OJIAarOTIPUST-
HEI * Eciiit 60NIBHBIX HE OIIepUpOBaTh, Pa3BUBACTCS CYTIepHHMEKINS, KOTOpast
MOYKET OCIIOKHHUTHCS 00pa30BAHNEM JIETOYHO-KHUIIIEYHOTO CBHINA, KPOBOTEUE-
HUeM (B KHCTy HJIH ¢ 00pa3oBaHHEM reMoTopakca) * BHemosiesas cekecTpa-
LU JIETKOTO YacTO aCCOLIMUPYETCs C IPYTUMHU aHOMATUAMHU Pa3BUTHSL.

Yro xoTes1 ObI 3HATH Jieyaluii Bpau?

Y6emuTbess B TOM, 9TO IMONO3PUTENbHAS JETOYHAs TKaHb MUMEET CHCTEMHOE
KpoBOCHaOXeHHUe, IS TIOATBEPIKACHUS THATrHO3A.

AudgpepeHyuanevHelli ouazHo3

Inesmonus — Pemuccus nocie sieueHus

Amenexmas neekozo — Pemuccus mocie edeHust

Onyxone 6 napasepmedbpanviom — HelipoOnactoma y neteii: ouaru 00bI3BECTB-
HUdICHEM omoeie 3a0He20 JICHHSI, HAJTMYME METa00IUTOB, B YACTHOCTH
cpedocmeHust BaHWJIMJIMUHIAIBHON KUCIIOTBI, B MOYE

— Jlpyrue HelporeHHbIE OIyXOJIN: BOBJICUE-
HUE KOCTEH B OITyXOJIEBBIH Ipolecc

lNone3Hole coeemeol U npeaocmepemeHun
Ha peHTreHorpamMmax CeKBECTpaLMIO JIETKOTO MOXKHO OIIMOOYHO IPUHSTH
3a OPOHXOJICTOYHBIN HHHUIBTPAT.

Jintepatypa

Franco J et al. Diagnosis of pulmonary sequestration by spiral CT angiography.
Thorax 1998; 53: 1088—-1092

Frazier AA et al. Intralobar sequestration: Radiologic-pathologic correlation. Ra-
diographics 1997; 17: 725-745

Shanmugam G. Adult congenital lung disease. Eur J Cardiothorac Surg 2005; 28:
483-489
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lunonnasus u ampe3sus nezo4Hol apmepuu

OnpeodeneHue

> DnuaeMHOJIOTUs
OnRHOCTOPOHHSS aTpe3us JICTOYHOI apTepun © BeTpeuaeTcs peako.

> JTHOJI0THSA, NATO(PU3UOIOTHS, TATOTeHEe3
Anomanus pa3Butus ° l'umomnasust ¥ aTpe3us JE€BOH JIErOYHOH apTepuu
BCTpEUaroTcs B 2 pasa yaire, 9eM 1npaBoil © OOBIYHO aCCOIMUPYETCS C IPABO-
CTOPOHHEN 1yroif aopThl © YacTo coyeTaeTcst ¢ IpyruMHu BPOKAECHHBIMU MTOPO-
KaMH Cep/la U COCyl0B (Ae(EKThl MEPETOPOIKU CEP/Ila, KOAPKTALUS a0PTHI,
OTKPBITHIN apTepHaIbHBII MPOTOK).

BpoxOeHHble 3a601e8aHusA

JlaHHble MemoOo8 susyanusayuu

> Metonsl BIOOpa
KT, MPT.

> JlaHHbIe peHTreHorpaduu
WncunarepanbHoe yMEHbIIEHHE TEMOTOpaKca Ha CTOPOHE TUIOIIIa3Huu (aTpe-
3MH), TUMOIUIa3us KOPHS JIETKOro, ciiaboe pa3BUTHE COCYIHCTBIX CTPYKTYP
(HEOTHOPOIHOCTh TCHU M3-3a HAJIMYMS KOJUIATEpaIbHBIX cocynoB) © IToBbI-
LIEHHAs MTPO3PAYHOCTD JIETOYHOTO PHCYHKA KOHTPAJIaTepaIbHOTO TeMOTOPaK-
ca C OTYETVIMBBIMH KOHTYpaMH cocyloB ° CMeIIeHHe CPEeOCTEHUS B MOpa-
JKEHHYIO CTOpOHY ° [IpaBOCTOpOHHAS Ayra aopThI.

> JNanubie KT u MPT
OTtcyTcTBHE OTHOU U3 BETBEH JIETOYHOTO CTBOJA C TUIOIUIa3HEd U HapyIIEeH-
HOW apXUTEKTOHHMKOHN JITOYHOTO apTepHalbHOTO pyciia, CBI3aHHOH ¢ KoJlIa-
TepalbHBIM KPOBOCHAOKCHHEM U3 OPOHXHMANBHBIX, MEXKPEOSPHBIX M IPYTUX
PAcCIIONOKEHHBIX PAIOM apPTEPH.

> I1aTOrHOMOHUYHBbIE CUMIITOMBI
YMeHBIICHHBI TeMOTOPaKC CIeBa, OTCYTCTBUE KOPHS JIETKOTO M IPaBOCTO-
POHHSISL 1yTa aOpTHL.

KnuHuyeckue acnekmeol
> TunuvHasi KapTHHA
PermauBupyromas nerounas nHgexnus © Oapinika © KpoBoxapkause © [Iposis-
JISIETCS y TIOJIPOCTKOB M MOJIOZIBIX B3pOCIbIX © Y 15% O0nbHBIX IpoTeKaeT Oec-
CHMIITOMHO * MOXXET OCIIOKHHUTBCS JIETOUYHOH THIIEPTEH3HEH B Ieproz oepe-
MEHHOCTH W Pa3BUTHEM OTEKa JIETKHX MpH IMpeObIBaHNU Ha OOJBIIOHN BEICOTE.
> TakTHka JedyeHust
Jleuenue He pazpaborano ° [Ipu KpOBOTEUEHHMH BBIMOJIHSIIOT AMOOIN3AINIO
WJIN TTHEBMOHIKTOMHUIO.
> TeyeHue M NPOrHO3
3aBUCHT OT COMYTCTBYIONIMX TOPOKOB PAa3BUTHUS CEP/IIA M COCYIOB.
> Yrto xoTes 0bI 3HATH Jedaluii Bpay?
[TpuunHY CHMIITOMOB ¥ UCKJIFOUUTB OIYXOJb.
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Tunonnasus u ampe3us 1e204HoOU apmepuu

Puc. 1.5 ATpesnsa neroyHown apre-

pyn Yy XKeHLWWnHbI 45 ner.

a Ha 0630pHoI1 peHTreHorpamme
3aMeTHO YMeHbLUEH/ e reMmoTopak-
ca CneBa, CMeLleHVie CPefoCTeHA
BJIEBO U MPaBOCTOPOHHAA Ayra
aopTbl. CocyancTan apxUTeKTOHMKa
NeBOro Nerkoro HapyLueHa.

b Ha KT BuaHa atTpe3ns nesoi ne-
rOYHOW apTepun 1 HapylLeHHas
TeKCTypa napeHXMbl 1eBOro fer-
Koro; 3ameTHa 6onee rycras cetb
COCyZ0B, HO OHU 6ornee TOHKNe
1 06pasyloT MHOTOUKCIEHHbIE KO-
natepanu.
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[unonnasus u ampesus nezouHoli apmepuu

AupdepenyuanevHelli uazHos

Cunopom Maxneooa/ — Ha KT nanuuue y4acTKOB U NOBBILIEHHON, U HOP-
Cyaiipa-/[{oiceiivca MaJIbHOW BO3AYLIHOCTH
— Bponxoskraruueckas nepecTpoika JEroyHON TKa-
HU C YTOJIIIEHHEM OPOHXOB B KOJIJTAOMPOBAHHBIX,
PyOLI0BO-U3MEHEHHBIX JIETOYHBIX CErMEHTaX

Ljenmpanvuwiii — Hapyuiena BeHTWISILMS JIETOUYHOM TKaHU U3-3a
OpoHx02eHHbIll PaK cnaBieHus OpoHXa, a Takke o0eHeHa nephy3us
BCJIEJICTBHE Pe(IICKTOPHON BA30KOHCTPUKIIUH
— CuMITOM NapaJOKCaIbHOTO KOPHS
— VHTaKTHas JeroyHas aprepus

Acnupayus unopoonozo  — HapyIieHa BEeHTWISILES JISTOYHO TKaHU (ate-
mena JIeKTa3) B CBSI3M C acUpallieii HHOPOIHOTO Tela,
obenHeHa nepdy3ust n3-3a pedeKTopHOl Ba30KOH-
CTPHKLHN
— AnamHe3

— MHTaKTHAs eroyHas aprepus

lNone3Hole coeemeol U npeaocmepemeHun
PentreHorpaMMbl MOTYT OBITH OIIMOOYHO WHTEPIPETHPOBAHbBI KaK PaK JIETKOTO
i xak cuaapom Makneona/Cyaiipa—/[xeiimca.

Jintepatypa

Ten Harkel AD, Blom NA, Ottenkamp J. Isolated unilateral absence of a pulmo-
nary artery: case report and review of the literature. Chest 2002; 122: 1471—
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Ampe3sus 6poxxa

OnpeodeneHue

> DNuaeMH0JIOTUs
Berpeuaercst oueHb penko © BpoHX OKaHYMBAETCS CJICIIBIM KapMaHOM, KOTO-
PpBIf HE COOOIIAETCS C IEHTPATBHBIM OPOHXOM.

> JTHoN0rHs, NaTO(PU3N0I0T U, TATOTEHE3
[pexcraBnsier coOO0# MEPBUYHYI0 AHOMAIUIO PA3BUTHSL C HAPYIICHUEM BET-
BJICHUsSI OpOHXMAIBLHON CHUCTEMBl WJIM BTOPHUYHYIO IaTOJOTHIO, OOYCIIOB-
JICHHYIO JIOKaJbHBIM LMPKYJISIPHBIM HEKpo3oM Oponxa ° Haumbosee uacto
(B 2/3 citydaeB) mopakaeTcsi JICBBIN BEPXHEI0JICBOM OPOHX.

JlaHHble MemoOo8 8usyanusayuu

> Meton BbIOOpa
KT.

> JlaHHbIe peHTIreHorpaduu
TunuuHas Tpuajga CHMITOMOB: 04aroBO€ 3aTEMHEHHE C YETKO OYepUYCHHBI-
MU TpaHHULAMH BOJIM3H KOPHS JIETKOTO (CIIM3KCTAast MPOOKa B MIPOKCUMAIBLHOM
KOHIIE aTPEeTUYHOTO OpOHXa); JIOKAIbHAsE SM(H3eMa JISTOYHOTO CEeTMEHTa I10-
pa’keHHOTO OPOHXa, CBA3aHHAS C MOMAaHUEM B 3TOT CETMEHT BO3/yXa U3 CO-
CETHUX CETMEHTAapHBIX OPOHXOB IO UMEIOIIUMCS KOJUIATepassiM; 00eHEHNE
COCYJIUCTOTO PHCYHKA B IOPa)KEHHOM CErMEHTE.

> Jlanubie KT
AHaJIOTHYHBI JJAHHBIM 0030pHOM peHTreHorpadyu; BUJICH YCEUCHHBIH cer-
MEHTapHBII OPOHX; CETMEHT BEHTWINPYETCSI Yepe3 KoJulaTepau.

> T1aTOrHOMOHMYHbIe CHMIITOMBI
XapakTepHas Tpuajia CHMIITOMOB (cM. «/laHHBIE peHTreHorpadum»).

Knunu4yeckue acnekmel

> Tunu4Hasi KApTHHA
AHOManus mpoTeKaeT OECCHMIITOMHO M B OOJBIIMHCTBE CIIyyaeB JHArHO-
CTHpYeTCs CiIydaifHO ° Pexke GombHBIE 00paIIaroTes ¢ ’KajaodamMu Ha 3aTpya-
HEHHOC JIbIXaHHE, MPUCTYIbI OPOHXUAIBHOW aCTMbI WM PEHUIMBHPYIOIIYIO
OpOHXOJIETOYHYI0 NH(EKIHIO.

> TakTHka JedeHust
OObIYHO NeUeHue He TpedyeTcsl.

> TeyeHue M NPOrHO3
bnaronpusrtHsle.

> Yto xoTena Obl 3HATH JIeyaluii Bpay?
YTOYHNUTH MPUPOAY CIY4ailHO BBISBICHHBIX W3MEHEHUH ° VCKIIOUuThH ory-
X0Jb © VICKITIOUNTh Apyryue NPUYUHBI JIOKaJIHHOTO OBBIIICHHS BO3/LYITHOCTH
JIETKUX.

Bpo»xOeHHble 3abonesaHus
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Ampesus 6poHxa

Puc. 1.6 ATpesus NpaBoOro HuxHe-
[lONeBOro 6poHxa y My>kuviHbl 20 ner.
a JlokanbHasa asméuzema HVKHEN

[0/ NPaBOro JIErkoro 6binia Bbl-
ABNeHa C/lyyaliHO Ha 0630pHOI
peHTreHorpaMme rpyAHow Knet-
KW,

[HaHHble KT koppenupyioT

C KapTUHOW, BbIAABAIEHHON NP
PEHTreHONOrNYeCKOM NCCIIe0Ba-
HUW: BbIpa)KeHHas BO3JYLIHOCTb
1 NOBbILLEHHasA NPO3PaYHOCTb

B COYeTaHnM C 06eAHEHHbIM COCY-
OUCTbIM PUCYHKOM, YMeHbLLEHNe
Kanunbpa cocynos 1 6onee npamo-
JIVHEMHDBIN NX XOf; B LLeHTpasibHOW
YacTn BUAEH paclMpPeHHbIi
6POHX, OKaHUMBAKOLMIACA CTIENbIM
KapMaHOM 6e3 Npu3HaKoB 3agep-
XKKW CNn3K B Hem (cmpesiku).






