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OOHOCTOPOHHAA aTPe3unsA NEroYHbIX BeH: CNOXHOCTU fIy4eBOU
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AHHOTALMUS \

Artpe3sust IEroyHbIX BEH — PEIKUM MOPOK Pa3BUTHUSL, KOTOPBII MOKET BO3HUKATH K
B COUCTAHUU C APYTUMHU BPOKAEHHBIMU MOPOKAMHU PA3BUTHS CEPIICYHO-COCY]] "
C TaKMM KaK THIOTUIA3US JIETOYHOH apTepuu. ATpe3us JErOYHBIX BEH MPUBOMUT K WBMCHEHUSAM B paboTe
CepACYHO-COCYAUCTON cHCTeMbl. J[aHHBIA TMOPOK pa3BUTH darie AUafMOCTHRYCTCH B MIIQJICHUYCCKOM H
paHHEM JIETCKOM BO3PAcTEM BBUIY PEIUAUBHPYIOLUIUX AIU300B cB 51 KpoBoOXapKaHbi. Bo

B3pOCJIOM BO3paCTC aTpe3us JIETOYHBIX BEH BCTPCUACTCA HAMHOTO p€ YCCKU XAPAKTCPHU3YCTCA
TAKUMU TIPOABJIICHUSAMU KaK OJIbIIIKAa IIpU (1)I/ISI/I‘IGCKOI71 Harpyske KaHbC. OI[HaKO B pCAKHX

JEroYHBIX 3a00J€BaHUII B TOM YHCJIE BOCIAIUTEILHOTO TI'eHE3 [ I[CTaBJ'IeHHOﬁ CTaTh€ OIIMCAaHO
KIIMHHUYCCKOC Ha6J'IIOI[eHI/Ie COoUcCTaHusA OI[HOCTOpOHHeﬁ aTpes. ¢ BIX BEH C THIIOINIA3UCH JIErOYHOM
aApTCpUN U UHTCPCTULIUAJIBHBIMA U3MCHCHUAMMU B TUIIOILJIA3MPO JIETKOM Y MOJIOAOTO MYKYUHBIL 0e3
Kamob  co CTOPOHBI OpPraHOB JbIXaHUA. IIaTomorun I¢ BEBIABICHBI B 21 rog 1o JaHHBIM

KOMHLIOTCpHOf/i TOMOI‘paq)I/II/I C KOHTPACTHBIM YCUJICHUEC
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aTpe3usd; JIErOYHEIC BCHBI,; TUIIOILJIAa3ud, JIErOYHEIC TCPUU; HUKHAA I10JIasd BCHA, KIMHUYCCKHUI CJIy‘-Iaﬁ;
KOMITIbIOTCPpHAs TOMOFpa(I)I/ISL
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Unilateral pulmonary vein atresia: difficulties of radiological diagnosis

Veronika V. Zharikova', Valentin A. Nechaev', Evgenia A. Kulikova', Andrey L. Yudin®
! Moscow City Oncological Hospital No. 1, Moscow, Russia;
? The Russian National Research Medical University named after N.I. Pirogov, Moscow, Russia

other congenital abnormalities of cardiovascular system such as pulmonary vein h
vein atresia leads to changes in the functioning of the cardiovascular system. This
diagnosted in a childhood because of recurrent episodes of pneumonia and he
pulmonary vein atresia is much less common, it's manifested such clinical sym
physical exercises and hemoptysis. However, some patients are asymptomatic.

imaging findings it's easy to misdiagnose lung parenchymal changes as an \
inflammatory genesis disease. 3

y is often
adulthood
yspnea during
the nonspecific
isease, including

ABSTRACT
Pulmonary vein atresia is a rare congenital abnormality that could manifest isolated of¥in, as @
n%.
S

In this article we present the case report of asymptomatic young man wit |2 Imonary vein atresia
combined with pulmonary artery hypoplasia and interstitial lung chang@gin g with hypoplasia. These
pathologies were first identified at 21-year-old patient by contrast-enhancedgomputed tomography.
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AKTYAJIbHOCTb

ATpesus TErouHBIX BeH — BPOXKAEHHBIN MOPOK Pa3BUTHS, OOBIYHO MPOSBIAIOLIMNACS B MIIaACHYECKOM HITH
JIETCKOM BO3pacTe PELMIMBHUPYIOUIMMH 3MH30JaMH KpPOBOXapKaHbsl M NHEBMOHUHM [1]. ¥V B3pocibix
BCTpeuaeTcs KpailHe peako. B aHriosssluHoil nuTepaType mnpeacraBieHo MeHee 40
0ecCHMITTOMHOW OTHOCTOPOHHEW aTpe3nH JIETOUHBIX BEH, BIICPBbIC BBISIBIIEHHOH BO B3pOCIOM BO
B pycckos3bldHON JUTEpaType ONMCAHHBIX AHAJOTMYHBIX CIIy4aeB He HaiineHo. B na

MPEICTaBICHO KIMHUYECKOE HAOMIOAEHUE MPAaBOCTOPOHHEH aTpe3uy JETOYHBIX BEH B e c
TUIIOIUIA3UEN TIPAaBOM JIETOYHOM apTepUM W MHTEPCTHUMAIBHBIMU HM3MEHEHUAMHU & NPaB

BIIEPBBIE BBISIBJIEHHBIMH Y B3POCIJIOTO 2 1 -IETHET0 My KYMHBI 110 JAHHBIM KOMITBIOTEPHOH
OMUCAHMUE CIYYASA

[Maument B., 21 rox, 6bu1 HampasieH B ['ocygapcTBeHHOE OIOKETHOE YUPEKA aBOOXPaHEHUs

«Fopo;[cxasl KIMHHUYCCKasd OHKOJIOrH4YcCKasa 60J'II>HI/II_Ia Nely IIGHapTaMCHTa

AHAKO I10 pEe3yJibTaTaM
YUpPCKACHNH, JaHHBIX 3a

OHKOJIOTHYECKHIA TpoIiecc He monydeHo. [lanuenT Habmonaercs y HOJIOTa IO MOBOAY CHHApPOMa
Henuca—/lpama  (xapwotun 46, XY;  jaucreHesus 1o BBIIIOJTHCHA ~ TOHATIKTOMUS),
TUIIEPTOHAOTPOIHOTO THIIOTOHAIN3MAa, THHEKOMACTUU U HU3KOPO . Co cnoB B JETCKOM BO3pacTe
nepeHéc omepaTUBHOE BMEIIATEABCTBO Ha cepame. Jo HBIC JaHHBIE O IPOBEAEHHBIX
00CIeIOBaHMSIX, 8 TAKXKE BBIMOJIHEHHBIX JHMATHOCTUYECK bIX BMematenbcrBax 10 2020 roxa
OTCYTCTBYIOT.

HUMMYHOTHCTOXUMHUYCCKOTO UCCIICAOBAHUS, BBIIIOJTHCHHOT'O B APM}IO] &
J]

PE3YJIbTATHI ®U3UKAJIBHOI'O, JABOPATOPHOI'O U U EHTAJIBHOI'O UCCIIEJOBAHUS
B 2020 romy mpu mpoBeaeHuu Qirooporpadun aMKax JIHOIAaHCEPU3alUUd Yy IMAlUEHTA BBISBICHO
YMEHbLIEHUE B 00bEME MPaBoro JErkoro, y4acTo eHEeHHUs1 0e3 YETKUX KOHTYPOB B HWKHUX OTIeNax

npaBoro Jaéroyroro nois (puc. 1). [lanueHTt Ha M@me CIICIOBaHUS KaJo0 He MPEIbSBIISIL

C uenbro YTOUHEHHs XapaKTepa BBISBIIE ' u#i BeinodHeHa KT opranoB rpynHo# kietku 6e3

KOHTPAaCTHOTO YCHJIEHHS, N0 pE3yibTa LOpOiY ObLITM OMMCAHbl WHTEPCTULHATIBHBIE H3MECHEHHS

MpaBoro JErkoro B BUAE YTOJIILEHUS B ©XKJIOJIbKOBBIX MHEPEropofioK NPEHUMYLIECTBEHHO B
JILEHHE CTeHOK OpoHxoB. Kpome Toro, B cpepocteHrH

ompenesuics MATKOTKAHHBIN KOHTJOMEpaT HenpaBuiIbHOW (OpPMBI C HEPOBHBIMH KOHTYpPaMu B 001acTH

MPaBbIX TPaxeoOPOHXHAIBHBIX H 0

fleHeHBI KaK MPOsIBICHUE BHYTPUTPYIHOH TMMQaeHonaThy,
HHTEPCTULHATIBLHOTO 3a00J1€BaH UHD €rkoro ¢ npu3HakaMu OyJuie3Hoi amMPusemsl (puc. 2).

Ilo pesynbraram KT nérkux Ob, g? QITHUTEIEHO Ha3HAYCHA KOHCYJIbTAIUS ITyJIbMOHOJIOTa U MMPOBEpeHa
(yHKUMS BHEIIHETO AbIXaHNF. BE ﬁ 0 CHM)KEHHE JBIXaTeNbHOW (PYHKIUH JIETKUX B BHJIE CMELIAHHBIX
PECTPUKTUBHO-00CTPYKTH FeHnii (00bEM (opcupoBaHHOTO BbIZOXa 3a 1-10 cekyHay — 53%).
BBuy 0TCyTCTBUS KITMHUYECK SIBJICHUH OBLIO PEKOMEHI0BAaHO AMHAMHYECKOE HaOMI0IeHNE, a TAKKe
KOHCYJIbTallisl OHKOJIO OBOJIy BBISIBJICHHOIO OOpa3oBaHWsl NpaBOW MOYKH M JUM(paneHonaTHu
CpPElOCTEHUSL.

B 2023 rony, nocngge@pa
(pe3ynbTaThl B I

s K OHKOJIOTY, MallUCHTY OBLITN BEHIIOJIHEHBI naGopaTopHLIe HUCCIca0BaHuA
p PECHCHBIX HOpM), a TakKikKe C LCJIbI0 AMHAMHWYCCKOI'O KOHTPOJIA ObLIa
BeinonHeHa KT I‘py,Z[HOfI KJICTKH, 6p101HH017[ MOJIOCTU MW MAJIOI0 Tas3a C BHYTPUBCHHBIM
KOHTPACTUpO 844 KOTOpOﬁ COXpPaHAJIOCh YMCHBIIICHUC IIPABOIo0 JIErkoro B 006EMeE ¢ HAIMYKHEM
BBIPAXKCHHBIX@HMHTEC NI aJIbHBIX I/I3M€HCHI/II71, YYaCTKOB YIUIOTHCHUS JIErOYHOM Mape€HXUMBbI 110 THUILY
«MaTOBOT" KUCTbI B HOpa)KéHHOM JIETKOM. KT-KapTI/IHa COXpaHsA1aChb 0e3 JUHaAMUKH 110

Xa, B obmactu BHYTPUT'PYAHBIX J'II/IM(i)aTI/I‘{eCKI/IX Y3JI0B OIpCACIAINCh MHOKCCTBCHHBIC

pa W3BUTHIE apTepHalbHbIe U BEHO3HbIE COCYAbI (OpOHXHATIbHBIE U MEXPEOEPHBIE), KOTOpPHIC
paH pH UccIeNoBaHUHN 0e3 KOHTPAcTHOTO YCHIICHHS, TPAKTOBAJINCH KaK MPOSBICHUS BHYTPUTPYAHON
muMmdagicHonatun (puc. 3). Onpeaensaaocs yMeHbIICHHE AUaMeTpa MpaBoil JIErouHol aprepuu 10 7 MM (C

KOHTpaJlaTepalbHOM CTOPOHBI — 10 14 MM) ¥ OTCYTCTBHE KOHTPACTHPOBAHHUS MPABBIX JIETOUHBIX BEH UTO
HarJISHO TpecTaBieHo Ha 3D-pekoHcTpykimu cepaia (puc. 4).
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OBCYXAEHUE

ATpesus JIEroYHbIX BEH — 3TO pefiKas BpOKAEHHAs aHOMAJIH, pacIpOCTpaHEHHOCTh KOTOPON COCTaBIISIET
1,7 cmygas Ha 100 000 mereit mmamme 2 et [3]. BeposTHO, BO3HUKaeT B Mpoiecce BHYTPHYTPOOHOTO
pa3BUTHUSA B pe3yibTaTe HApyILIEHUS CIUSHUS eIUHON JIErOYHON BEHBI B JIeBoe npeacepane [4—06].
B OOJBIIMHCTBE CIy4YaeB CTaBUTCS B MIIQJICHYECKOM WM PaHHEM JAETCKOM BO3pacTe H3-3a
peuuauBHpYIOUIel MHEBMOHMM W/WiM KpoBoxapkanbs [1, 7, 11]. /lanHas anomanusi pa3By
BCTpeYaThcs C JII000H CTOpOHBI Oe3 mpeobiaaganus JIEBOH WM MPaBOM, YaCTO COUYETAETCS
paboThl CEPAEYHO-COCYMCTON CHCTEMBI, KaK Y HAIIEro NalMeHTa, Mo IOBOJY Yero ByleTdKoM BBpacTe

cMy OBLIIO BBIMOJHEHO OIICPATUBHOC BMCHIATCIILCTBO. KpOMe TOro, B HameMm CIy4 P JIAJIINCh
KOCBCHHBIC IMPHU3HAKU HEAOCTATOYHOCTHU TpéXCTBOp‘-IaTOFO KJIaliaHa, KOTOPBLIC JI B BHIC

peryprutaiumuv TOKa KpoBU B IIPOCBCT MeYEHOYHOI0 CErMEHTA HIDKHEH I10J1011 BEHEI W II¢ bIX BCH.
Bo B3pOCJIIOM BO3pacTC OCHOBHBLIMU ’Kamo0aMu  SIBIISTFOTCS OJbIIIKa IIpU (1) O Harpyskec Hu

KpPOBOXapKaHbe, YaCTO aCCOIHAIIUS C IPOSBICHUEM JIETOUHOM rurnepteHsuu [5]. O CIKHX CITydasx
3a0oJieBaHue MPOTEeKaeT OeccuMITOMHO |3, 8].
ATtpesus n€rounsix BeH B 50% cily4aeB BCTpEYaeTCs MU30JIMPOBAHHO, a B OETalbHBIX — B COYETAHUU C
JPYTMMH TIOPOKAMM Da3BHTHs, HANpUMep, C THIOMIasuei nérouffoi] , BCJCICTBHE 4Ero
Pa3BUBAIOTCS SBICHUS TUIONEPPY3UN U MPOUCXOJUT YMCHBIIICHUE 5 MOPaXEHHOTO JIETKOTO [9,
12]. B pesynpTare aHOMalMM COCYAOB MaJOro Kpyra Kp03006pam% al0TCsl MHO>KECTBEHHBIE
COCYIIMCTBIC KOJUIATEpalM, KOTOpPHIC 4Yalle TMPEACTABICHbl pA@MEpcHBbiMU - MSKPEOCPHBIMU U
2 IMU COCYJIaMH, YTO TPUBOJIUT
K YTOJIICHUIO MEXKJIOJbKOBBIX MEPErOpOJIOK, MOSBICHUIO TNEPUQ BHBIX 0YaroB M Y4YacTKOB
YIUTOTHEHHUS JIETOYHOM TApEHXHUMBI [0 TUITY «MAaTOBOTO CTEKJIa» K 0sBJICHNE TMM(OCTa3a U BEHO3HOTO
3actost [2, 9]. IIpu ocTaHOBKE KpPOBOTOKA B OTAEIBHBIX , MEJKUX apTepUsix U BEHAX C
OJIHOBPEMCHHBIM PE3KUM PACHIMPEHUEM COCYJIUCTON CETH OJIHEHHUEM KpPOBBIO 3THX COCYJIOB
apeHxXHMa JIETKOTO KpPOBOCHAOXKaeTCs
Ol TKaHW, YTOJIIICHHE AalIbBEOJISPHO-

HEJI0OCTaTO4YHO. B pe3yipTaTe MPOUCXOAUT YIIOTHEHV
KalMUIAPHOH MeMOpaHbl W MEXKaIbBEOJIIPHBIX IEPETop
COCNMHUTENbHON TKaHU. BcenencrtBue 3Toro Ha@hronaercs
ra3oo0MeHa U sBieHue runokcemuu [10].

B mpencraBiieHHOM HaOMIOJCHUN TaKKe ObUTH B
SIBJISIETCS HE CITy4alHOM HaXOJKOM, a Cle/gTB
aTbBEOJISIPHOM YPOBHE U3-32 HEJJOCTATOU
Cpenu HEMHBAa3MBHBIX METOJIOB IMEPBUYH
COCYIHMCTOM CHCTEMbI OOJIBIIYIO PONb HIrpa

AQUUTCIIBHOC YXYJIUICHUC JIETOYHOT'O

KUCTBI B HOpa)KéHHOM J'IéI‘KOM, 4TO, BECPOATHO,
MCHUS UJIN HEAOPA3BUTHA KAITNJUIAPHBIX cereil Ha

FOCTUKY BPOXKJIEHHBIX aHOMAIUM pPa3BUTUS CEPIICUHO-
€TOJl dXOKapauorpaduu, MO3BOJSIONINNA YCTAHOBUTH

AHATOMHUYECKYI0 BapHaTHUBHOCTbD, MEpbl MaruCTPalbHBIX JIETOYHBIX COCYJIOB M OCOOCHHOCTH
KpOBOCHaOXeHHs. B Hamem ciryuae oOcnenoBanye OBUIO HA3HAYCHO, OJJHAKO MAIMECHT Ha MPUEM
HE SIBIJICSL.

¢un opraHoB rpyIHON KIETKA MOXHO BBISIBUTH YMEHBIICHHE
B 00bEMe MOpaXEHHOIO JIETK TaKKe YCHJICHHE JIETOYHOIO PHUCYHKA 3a CUET PETHKYISPHOTO
KOMIOHeHTa. B kauecTs
nomotsio KT-anruorpad SO0X0IMMOCTH — MarHUTHO-Pe30HaHCHOW ToMorpaduu cepaua [9]. B
cHasg Tomorpadus cepAla He MpoBOoAWNach, Tak kak Ha KT-
POBaHBI KaK BEHO3HBIE, TaK U apTepHUalbHbIe H3MEHEHHUS, YTO TIO3BOJIUIIO
YCTaHOBUTH JHATHO3 B HEIOCTAaTOUYHOCTH, He mpuberas K uHbIM MeTtoaaM. KT ¢ KOHTpacTHBIM
YCHUJICHHEM MO3BOJISIGIgBL LB b OTCYTCTBUE JIETOYHBIX BEH, THITOIIA3UI0 JIETOYHON apTepUH, YMEHBILICHUE
pasMepoB MpaBorg @ OJIILIEHUE MEXIOJIbKOBBIX MEPEropofoK M3-3a BEHO3HOI'O 3aCTOsl, YTO U
clryvae.
11 JIETOYHBIX BEH — peIKas BpOXIEHHAs aHOMAIIWs, MPOSBICHUS KOTOPOH 4acTo
PT 3a BTOPHYHOE 3JI0KAUECTBEHHOE MOpPaKEHUE, KaK B HaIlleM Cllydyae, ITHEBMOHHUIO

oLIMO0YHO MPKHUMA
wim Tyoe o
npeiardgres BMOHOKTOMHUS WJIH TPAaHCILIAHTAIMs JIErKoro [9].

POHHSISI aTpe3ust JETOYHBIX BEH — peakas BpOXKAEHHAs aHOMalMs pa3BUTHS, YacTo
FOLIAsICSl B COYETAHUU C JPYTHMHU aHOMAIUSAMHU CEpACYHO-COCYIUCTON CUCTEMBI. MBI ITpeICTaBIIIN
Tydaid coueTaHusi BpOXKIEHHBIX aHOMAIIMI Pa3BUTHS COCYZOB MaloTo Kpyra KpOBOOOpAILEHHS C
0EeCCHMIITOMHBIM TEYEHHEM Yy MOJIOIOTO MY)KUUHBI. B psize ciydaeB y TaKMX MAallMEHTOB BBISBIISIEMbIC
W3MEHEHUSI B CPENOCTEHHH W JETKUX MOTYT OBITh OMIMOOYHO HMHTEPIPETUPOBAHBI KaK MPOSBICHHE
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MMHEBMOHMH, TyOepkyi€3a JErkuX WIM OHKOJIOTHYECKOro 3a0oineBanus. OJHAKO COBOKYIMHOCTh
crenu()UIeCKUX PEHTIEHOIOTHIECKUX MPU3HAKOB, BBISIBIISIEMBIX ¢ TOMOIIIbI0 KT opraHoB rpyaHON KIIETKH
C KOHTPACTHBIM YCHUJICHHEM, MOXXET MOMOYh CBOCBPEMCHHO AMATHOCTHPOBATH JAHHYI0 AHOMAJIHIO
pasBUTHSL.

AONOJNHUTENIbHAA UH®OPMALINA

Hcrounnk ¢(puHancupoBaHusi. ABTOPHI 3asBIAIOT 00 OTCYTCTBHHM BHEUIHETO (HPUHAHC
MPOBEICHUH PAOOTHI. V'S
Kondankr mHTepecoB. ABTOpPHI NEKIAPUPYIOT OTCYTCTBHE SBHBIX M IOTEHLHUAIb
HWHTEPECOB, CBA3AHHBIX C ITyONMKalue HACTOSIICH CTaThH.

Bkaax aBTopoB. Bce aBTOpBI MOATBEPKIAIOT COOTBETCTBHUE CBOETO aBTOPCT
kputepusMm ICMIJE (Bce aBTOpbl BHECIM CYIIECTBEHHBIH BKJIAA B pa3paboTKy KgH
paboThI U MOATOTOBKY CTAThH, MPOWIX B 0100pWIH (GUHATIBHYIO BEPCHIO TIEpea YT

HauOonpmmii Bxmag pacmpenenén cienytommm oOpasom: B.B. JKapuxo ggriueckasl OLIEHKa
pesynbratoB KT, cOop m o00paboTka MaTepualioB, HAIlMCaHWE W pelagiupoB@lue TEKCTa CTaTbhH,

MOJIrOTOBKa MiuTIocTpanuid, B.A. HeuaeB - kiimHU4ecKast oeHkKa pe3ym)gT B AKTHPOBAaHUE TEKCTa
CTaThbd, MOJATrOTOBKA WJUIIOCTPAlMH, KOHCYJIBTaTUBHAs MOIIEPK y HUE OKOHYATEeILHOI'O
BapuaHTa Tekcra pykonucH, E.A. KymnkoBa - xinHHuYecKas oueHKa‘N KT, xoHcynbraTHBHAS
nojaepxkka, AJL FOnuH - pepakTHpoOBaHUE TEKCTa CTATbH, KOHCYI H

OKOHYATeFHOI'O BAPHAHTA TEKCTa PYKOIHCH.

HNudpopmupoBannoe corjacue Ha myoukanuio. [lanueHT g1o6po oxnucan HHPOPMUPOBAHHOE
coryiace Ha IMyOJMKalWIO MEePCOHATBHON MEeTUIMHCKONH HH(pOP u ¥ Qortorpaduii B 00e3MMUeHHON
¢dopme B xxypHaine Digital Diagnostics.
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XKENTble CTPeriku — KUCTa B JErkoMm; 3enéHas cTperika — OTKaHHbIA KOHrIioMepaT roMOreHHOW CTPYKTYpbl,
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Puc. 4. OTcyTcTBME NpaBbIX NEroYHbIX BeH (6enble CTPenku): a
NIOCKOCTU; b — KOMMNbIOTEPHAsi TOMOrpaMma Nérkux B akcuarnsie

BloTepHasi TOMorpamMmma rnérkux B KOPOHarnbHOM
ockocTU; ¢ — 3D-pekoHCTPyKUUsA cepaua.
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