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OCHOBHBI€ IOJI0KEHUA
* JIByCTOPOHHSISI aTPE3Hsl JIETOUHBIX BEH SIBIISIETCS KPAWHE PEIKUM BPOXKICHHBIM IIOPOKOM CEpALA.

ATpe3us JIETOYHBIX BEH — PEIKAN BPOXKACHHBIN TTOPOK CEPIIia ¢ BRICOKOH 3a00JIe-
BAEMOCTBIO U CMEPTHOCTBIO, PA3BUBAETCS BCIEICTBHE AHOMAIBHOTO COEAMHEHMS
JIETOYHBIX BEH C JIEBBIM MpeJicepaueM. BpoxkIeHHbIN OPOK cep/ia UMEET II0X0U

Pe3rome MPOTHO3, NAIUEHThl YMUPAIOT U3-32 BTOPUYHO PA3BUBAIOILEHCS JIETOUHOM TUIep-
TEH3UHU, KPOBOXapPKaHbsl, OTEKA JIETKHUX WIJIU 3aCTOMHON CEPICUHON HET0CTATOYHO-
ctu. B manHO# paboTe MBI ONMMCHIBAEM PEAKHN KIMHWUYECKAN CIydal — Halndue
OmaTepaibHOM aTpe3wH JETOYHBIX BEH Y HOBOPOXKIEHHOTO.
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Highlights
* Bilateral pulmonary vein atresia is an extremely rare congenital heart disease.

Pulmonary vein atresia is a rare congenital heart defect with a high morbidity and
mortality rate. This condition develops due to abnormal connections between the
pulmonary veins and the left atrium. Congenital heart defect has a poor prognosis

Abstract . . . )
and patients die due to secondary pulmonary hypertension, hemoptysis, pulmonary
edema or congestive heart failure. We report a rare case of a newborn with anomaly
of pulmonary venous return: bilateral pulmonary vein aplasia.
Pulmonary vein atresia * Abnormal connections * Pulmonary hypertension ¢
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JIB — jerodHble BEHbI

Jlnsa koppecnonoenyuu: Kcenusi Acuposna Pzaesa, Ksusha.rzaeva@yandex.ru, aopec: yi. Akkypamosa, 2, Canxm-Ilemepoype,
Poccuiickas @edepayus, 197341

Corresponding author: Ksenia A. Rzaeva, Ksusha.rzaeva@yandex.ru, address: 2, Akkuratova St., Saint-Petersburg, Russian
Federation, 197341



Knuuudeckuii ciyyail arpesuu Jierounbix Ben 157

BBenenue

Crenos/arpesusi nerounbix BeH (JIB) — penkwuit
BpokaeHHbIH nopok cepaua (BIIC) ¢ Beicokoii 3a00-
JIeBa@MOCTBIO ¥ cMepTHOCTHIO (1,7 cirydas Ha 100 000
neteit) [1]. BIIC pasBuBaeTcsi BCIEACTBUE aHOMAJIh-
Horo coemuHeHus JIB ¢ nmeBeim mpencepauem (JIIT).
AHOManMM JIETOYHOW BEHO3HOW OOCTPYKIMU MOTYT
pa3BUBATHCS B 3aBUCUMOCTH OT SMOPHOHAIBHBIX CPO-
KOB HapyIIeHUs HOpMalbHOTO pa3Butus JIB: ToTans-
HbI aHOMaJIbHBIA JipeHax JIB, Bo3HHMKarOmMi B pe-
3yJabTaTe HApYIIEHHUs PAa3BUTHS HAa PaHHEH CTaIuH; COr
triatriatum sinister win arpe3us oouieit JIB Ha Oonee
no3aHen craauu pazsurtus JIB; arpesus otaenbhubix JIB
Ha erre Oosee O3HEeH CTaluu pa3BuTHsl ioaa [2, 3].

[NaToduznonoruvecku B pe3ynbTraTe aHOMAIUU CO-
CYZIOB MaJioTO Kpyra KpoBOOOpaIieHus pa3BHBAIOTCS
MHOXECTBEHHBIE COCYIUCTBIE KOJTaTepaf, KOTOpPhIE
yaiie MpeCcTaBIeHbl PaCIIUPEHHBIMU MeKpeOePHBIMU
1 OpOHXHAIBHBIMU apTepusiMu 1 BeHamu. OHH ClIHBa-
I0TCsI C HOBOOOPa30BaHHBIMU COCYaMH, YTO IIPUBOIUT
K YTOJNIICHUIO MEXIOIBKOBBIX MEPETOPOAOK JIETKUX,
MOSIBIICHUIO TepU(UCCYPATEHBIX OYaroB M y4YacTKOB
YIUTOTHEHUS JIETOYHOM TTapeHXUMBI 110 THITY «MaTOBO-
IO CTEKJIa» Kak MpOosiBIeHUe TMM(OCcTa3a U BEHO3HOTO
3actost [4]. [Ipu ocTaHOBKE KPOBOTOKA B OTACIBHBIX
KaluBsipax, MEJIKUX apTepusX U BEHaX C OJHOBpE-
MEHHBIM PE3KHM PACHIMPEHHEM COCYIUCTOW CETH U
TIEPETIOTHEHNEM KpPOBBIO JTHX COCYIIOB BCIIEACTBHE
HapyIIeHUus HOPMAaJbHOTO OTTOKAa MOpakeHHas Ta-
PEHXUMa JIETKOTO KPOBOCHAOKAETCS HEOCTaTOuHO. B
pe3yiabTaTe MPOUCXOAUT YIJIOTHEHHE JIETOYHOM TKaHH,
YTOJIICHUE aJIbBEOJIIPHO-KAMIUIIPHON MEeMOpaHbl U
MEXaJIbBEOJISIPHBIX IMEPETOPOIOK 32 CUET YCHIIEHHO-
ro paspactaHusi CO€JMHUTENbHON TKaHU. BeneacTeue
9TOTO HAOJIONAETCS 3HAYUTENBHOE YXYIIICHHE JIET04-
HOTO ra3000MeHa U SIBJICHUE TUITOKCceMuu [4].

Mpl coo01aeM 0 peIkoM KITMHUYECKOM Cllydae HO-
BOPOKJICHHOTO C JMArHO30M: €HMHCTBEHHBIH MOpdo-
JIOTUYECKH TIPaBBIN JKEIYI0YEK C OOLIUM IMPUTOKOM.
Atpesus JIA. Ilepcuctupyromuii neBbiii OAII ot ne-
pemeiika aoptsl B JeByto JIA. Ilepcuctupyromuii mpa-
BBII apTepUaIbHBIN IPOTOK OT MPABOM MOAKIFOUUYHON
aprepud K npaBoil JIA. AHOManus J1eroyHoro Bo3Bpa-
Ta: OunarepanpHas arpe3us JIB. Cunapom rereporak-
cuu. XpoHHWYECKas cepiedHas HEAOCTAaTOYHOCTh 4.
OyukunoHanbHbi Kiace IV Ross. ConyTcTByromuit
JIMaTHO3: HEIOHOIIEHHOCTh 36 HeNleb.

Kaunnyecknii cyyqaii

B ®I'bY «HMULI um. B.A. AnmazoBa» noctynun
HEIOHOLIEHHBII HOBOPOXIECHHBIN, MaJIBUUK, B KpaiiHe
TSKEIIOM COCTOSHUM B OTIEJICHUE pEaHNMALUU U WH-
TEHCHUBHOU Tepanuu. POCT 1 Bec Ha MOMEHT NOCTYILIe-
HuUst 46 cM U 2,5 Kr. PeOESHOK OT MepBOii MHOTOTUIOHON
MOHOXOpPHAIILHOH, MOHOAMHHUOTHYECKOH OepeMeHHO-

CTH, MPOTEKaBIIeH Ha (OoHE TUIOTHPeo3a, aneMun. O
BIIC u3BecTHO BHYTPHYTPOOHO.

[lpu oOcnenoBanmy oOIIee cocTosiHue pebeHka
OYeHb TsDKeNoe, 00yCIOBICHO TeMOAMHAMUKON MIOPOKa,
runokcemueld. Ha MOMEHT ocMOTpa HOBOpPOXIEHHBIN
BSUIBIH, IPAaKTUYECKHU HE PearupyeT Ha BHEIIHHUE pa3ipa-
XKHUTeIH. B MOKoe KOXKHBIE MTOKPOBBI OJIE€AHBIE C CEPBIM
OTTEHKOM, akpommano3. [Ipu GecrokoiicTBe oTMedaeT-
cst tuddy3HBIN 1IMAHO3, CHIKEHHE caryparuu 1o 45%,
B mnokoe carypauust 55%. JlpIxaHue — MCKycCTBEHHas
BEHTWJIALUS JIETKUX, )KECTKOE, IIPOBOAUTCS ITO BCEM Jie-
TOYHBIM TIOJIAIM, XYK€ IO 3aJHEHIKHUM OTIelaM, Kpe-
MMUTAPYIOIINE XPUTIBI ¢ 00ernx cTopoH. O0IacTh cepa
neOopMHpOBaHa YMEPEHHO BBIPAKEHHBIM CEPIACYHBIM
ropoom. JKHBOT npH Mablayy TUIOTHBIN, IEPUCTATb-
Tuka Bsutas. [ledens + 3 cM u3-1oj| pedepHoii JTyru.

[lepBuuHast TpaHCTOpakajibHAS 3XOKapauorpadus
B TajaTe peaHnMaliK T0Ka3aja: IpaBoCchOpMHUPOBaH-
HOE, IIPAaBOPACIIONIOKEHHOE cepue. [ eMoauHamMuaecku
€IMHCTBEHHBIN (aHAaTOMUYECKH-TIPABBIA) IKETYyI0UEK.
[Monuas Gpopma aTpHOBEHTPUKYIISPHON KOMMYHHKAIHH.
Perypruraiys Ha ypoBHE aTpHOBEHTPHUKYIISIPHOTO Kila-
naHa 1-2 crenenu. TpaHCO3UIMSA MarucTpajibHBIX CO-
cyzoB. AopTa cripaBa. AOpPTaJIbHBIHN KIarmaH chopMUpo-
BaH KaK TpexcTBOpyarhbiii. [ uroria3us cTBoja U BeTBen
JIA. Ilpsimotii moTok B JIA oTrcyTcTBYeT. ApTepHuaibHbIi
npoToK Ha GoHe uHy3un npocrarnananHa E-1 (0,15 x
0,2 cm). Henb3st nckimounts aHoManbHbIi peHax JIB.

VYuuThiBas KpaiHE TSKEIOE COCTOSHHE PEeOCHKa,
00yCIIOBJICHHOE HPOrPECCUPYIOLICH CepiedHO-JIeroy-
HOW HEAOCTaTOYHOCTBIO, IIPHUHATO PELICHHE BHINOJI-
HUTH KaTeTepU3aIMIO Ccepala B yCIoBHsIX Rg-omepa-
IIMOHHOM C BO3MOYKHBIM CTEHTHPOBaHHEM apTeprab-
Horo npoToka, Munyst MCKT.

[Mynkmueit mo CenbauHrepy npaBoil OeapeHHOH
apTepuu Yepe3 yCTAaHOBJICHHBIH HHTpomtocep 4Fr mo
JIyTY aOpThl MPOBEIEH AMATHOCTUYECKUU Karterep 4Fr
tuna PigTail. Beimonnena aoprorpadus, Tae mpaBblid
apTepUANLHBIA MTPOTOK OTXOAUT OT OpaxuoredantbHOTo
CTBOJIA, yCcThe OpaxuonedaibHOro CTBOJA CTEHO3HMPO-
BaHO 10 40%. [Ipokcumanbnsbiii otaen OAIL cyxen no
2,8 MM, nanee Ommke k JIA pacmmpsiercs mo 3,5 mw,
CKJIOHEH K CIIa3My C CY)KEHHEM IPOCBeTa 10 2 MM (pHuc.
1A). JleBblii apTepHaiIbHBIM MPOTOK OTXOAWT OT AYTH
AO0PTHI, [UIMHHBIN, U3BUTON (DOPMBI, TUAMETPOM 3 MM B
MIPOKCHMAJILHOM OTAEJIe, Jjajiee paciupsiercs 10 4 M,
coeauHsieTcs ¢ yieBoit JIA (puc. 2A, B). OmHOMOMEHTHO
KOPOHApHBI NPOBOAHUK NPOBEIEH B IUCTANIbHbBIE OT-
nenbl ipaBoi JIA. Bemonaeno crearupoBanue OAIL ot
MeCTa OTXOXKJICHUS ITPaBOM MOAKIIOUUYHON apTEPUH 10
Mecrta coefmHeHus ero ¢ npasoi JIA crentamu Orsiro
3,5 x 18 MM u Synergy 3,8 X 8 MM, JaBIE€HUEM 8§ aTM.
[Ipy KOHTPOIBHOM KOHTPACTUPOBAHUU OINpPEEIAeTCs
OINITHMMAJIbHOE PAcKpbITHE cTeHTOB (puc. 1B). Onxnako
IIPU CEJIEKTUBHOM KOHTPAaCTUPOBAaHWHU IPH HAIOJIHEH-
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158 A clinical case of pulmonary vein atresia

Houi mipaBoii JIA B a3y sieBorpaMmbl OOpaTHBIA TOK
kpoBH 1o JIB He onpenensercs (arpesus JIB?).

B 1-e cytku mocne creHTrpoBanus mpaBoro OAIL
cocTosiHue oueHb Tsikenoe. Caryparus 65—-70%. [Ipo-
noiwkaercs nHQy3ust npoctaranguaa E-1 SHr/kr/MuH
I'emopnHaMuka cTabuiTbHAs 32 CYET BRICOKOTO HHIEKCA
WHOTPOIHOW TOAJEPKKH. ApTepualbHOE JaBICHUE:
68/40 MM pr. cT. YactoTa cepieuHBIX COKpAaLICHUIL:
146 yn/muH. VIcKycCTBeHHAs] BEHTHIIAIUS JIETKUX, Pe-
xum: IMV+HFV FiO2: 55%. AyckynbTaTHBHO: JIbI-
XaHHUE KECTKoe, XpUnoB: HeT. Iledens: + 2 cM u3-moxq
Kpas pebdeproii myru. Jlmype3 mocraTodHsid: Ha (GoHe
cTUMYJIsiIU uHpy3uel gpypocemuaa.

Jis neranv3anuy aHATOMHMH IIOPOKA BBIIOJIHEHO
MCKT: BIIC. Situs inversus. EqnHCTBeHHBIN XKeTy-
nodyek cepaia (Mopdosornuecku mpaskiit). [lonHas
(¢opma aTpHOBEHTPUKYJSIPHONH KOMMyHUKanuu. OT-
cytctBue JIB. ATpe3us JeroyHoro KjamnaHa U JIerod-
HOTO cTBOJA. [Ipr3HAKKM BBIPAKEHHOTO OTEKa JICTKHX,
muddyssbiii Guopo3 nerounoi tkanu (puc. 3). Ilpa-
BeIit m neBbiit OAIL. BeposTHO, BEHO3HBIN BO3Bpar
U3 JIETKUX TPOUCXOAUT Yepe3 CeTh MEJIKHX KoJjuiare-
pasIbHBIX OpPOHXMAJIBHBIX COCYIOB, APECHUPYIOMINXCS B
cucteMmy ToJibIXx BeH. [lo pesymbraram oOciemoBaHus
MPOBEJCH KOHCHIIMYM: MAIlMEHT MPU3HAH HEeKypalelb-
HBIM, XUPYPIHUECKOE JICUCHNE HEBO3ZMOXKHO, IOKa3aHa
MaJTHaTHBHAS MEIMKaMEHTO3Has Teparusl.

Ha 2-e cyTku nociie naJutnaTHBHOM OTIEpaIiiy COCTO-
sHUE peOeHKa KpaiHe TKeI0e, COXPAHSIOTCS SIBICHUS

a s . |6 &
Pucynok 1. [Ipaseni OAIL. A. CenexTuBHAS KaTeTEPU3ALIMSL.
B. CreHTHpOBaHHE NPABOTO APTEPHAIBHOTO IPOTOKA
Figure 1. Right open ductus arteriosus. A.
catheterization. B. stenting of the right arterial duct

selective

Pucynok 2. CenexTuBHas KaTeTepU3aLHs JICBOTO apTepHalIb-
HOTO IIPOTOKA. A. IepeiHe3aAHsA NPOEKNus; B. )KenToi cTpen-
KOM yKa3aH W3BUTOM JIEBBIH apTepHaIbHBIH IPOTOK B OOKOBOH
TIPOCKIIH

Figure 2. Selective catheterization of the left ductus arteriosus.
A. anteroposterior projection; B. the yellow arrow indicates the
convoluted left ductus arteriosus in the lateral projection

BBIPQKEHHOTO HMHTEPCTHIMAIBHOTO 3aCTOSl B JIETKHX.
VYnanocek cTabuaM3upoBaTh peOCHKA Ha KpalHe «GKeCT-
KHX» TIapaMeTpax UCKYCCTBEHHOH BEHTHIISAINH JIETKHX,
IIPY 3TOM PErUCTPUPYIOTCS SMTU30/1bI CHHKEHUS caTypa-
nuu 10 50%. Ha 3-cyTku B CBSI3U € IPOrpeccupoBaHUEM
TTOJTMOPTAHHON HEOCTATOYHOCTH (CEPACUHO-TIETOTHOM,
MOYCYHOM, TACTPOUHTECTUHAIBHON ), HAPACTAHUEM CMeE-
LIaHHOTO alMJ03a, AecaTypaluiy Ha (OHE TeUeHUs He-
kypabensHoro BIIC y marnenTa oTMedaeTCsi CHHyCOBast
Opanukapaus 10 80 B MUH C SIBICHUSMH OCCITYJIbCOBON
JNEKTPUYECKON aKTUBHOCTH C TIEPEXOIOM B ACUCTOIIHIO.
Hecmotps Ha mpoBoAMMBIE pEeaHWMAIMOHHBIE MEpo-
OpUSITUS B TIOJIHOM O0beMe, BOCCTAHOBIICHHUS Cepjiey-
HOW J€ATENbHOCTH HE MOJYYEHO.

IIpoBenieHO maToIOrOaHATOMUYECKOE BCKpbhITHE. B
nosocTh JIIT OTKpBIBaeTCS ONMH KOJJIEKTOP C BBIMTYCK-
HUKOM JMaMEeTPOM 3 MM, B KOJUIEKTOpP OTKpBIBAIOTCA 5
OpOHXHMANBHBIX BEH, C €[Ba Pa3IMIUMBIM IIPOCBETOM,
nuamerpoMm 0,1-0,3 mm (puc. 4A).

OOummii aTpHOBEHTPUKYJSIPHBIA KJalaH Juame-
TpoM 12 MM, TIpecTaBieH IByMsi C(HhOPMHUPOBAHHBIMH
CTBOpPKaMH — MepeiHel, Kpensuecs MHOXKECTBEHHbI-
MH XOpJaMH K TpaOeKylaM W 3aJHeid, Kpersiuencs K
TpeM TMaNWUIIPHBIM MBIIIIaM. JIerouHsii cTBON HE
chopmupoBaH. PsijioM ¢ ycTheM JICBOH MOAKIIOUUIHON
apTepUH OTXOAUT apTepHaIbHBIN NPOTOK K JeBoh JIA,
nuameTpoM 2,5 mMm. IIpaBbiii apTepuaibHbIii TPOTOK
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Pucynok 3. [luddy3Hblit 1ByCTOPOHHMIT HHTEPCTUIMAIBHBINA
oTek u (puodpo3 Jerkux

Figure 3. Diffuse bilateral interstitial edema and pulmonary
fibrosis

Pucynox 4. Makpo

OTKPBIBAIOTCS 5 JIETOYHBIX (OPOHXMAIBHEIX) BEH C IPOCBETOM
0,1-0,3 mm; B. obnurepaiyst (00CTpyKIHs) KaHAJIOB JErod-
HBIX (OpOHXMAIBHBIX) BEH

Figure 4. Macroscopic preparation: 4. one collector with 5
pulmonary (bronchial) veins, each with a lumen between 0.1
and 0.3 millimeters in diameter, open; B. obstruction of the
channels of the pulmonary (bronchial) veins
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CTEHTUPOBaH, AuameTp 3,5 MM. Muokapa Ha paspese
JIpsIOIbIi, OTeUHbIN. HioKHSs TIoJ1asi BeHa M BTEKAIOIIHIE
B He€ COCYIbI C BBIPAKEHHBIM MTOJIHOKPOBHUEM. JIErkue
OOpIIOBOTO IIBETAa, YMEPEHHO YBEJIMUYEHBI B pa3Mepe,
TECTOBATON KOHCHUCTEHITUH (pHC. 5). B KaXkmoM erkom
mo Tpu aonu. JlerouHas TKaHb Ha paszpe3e 00pIO0BOTO
1[BETa, BO3MYNIHOCTH MU(Qy3HO CcHIKeHa. [leueHb
pacronoxkeHa ciena, macca 340 rp, miIoTHasi, ¢ BeIpa-
JKEHHBIM TOJHOKPOBHEM, MOBEPXHOCTb INAJKas, Ha
pas3pes3e Kopu4HeBOTo I1BeTa. [lomKenynounas xemnesa
C BBIp@XKCHHOH THUTIOILIA3HEH, pasmepom 25 X 10 x 10
MM, C ITOJTHOKPOBUEM, MEITKOTOYCUHBIMHI KPOBOU3IIHS-
Husimu. Cene3éHka He COPMHUPOBAHA.

Oo6cy:xknenmne

Artpesus JIB — penkuii BIIC ¢ Bbicokoii 3a00mneBa-
emocTbhio U cMepTHOCThIO [1]. BIIC xapakrtepusyercs
OTCYTCTBHEM (DYHKUMOHAIBHOU CcBsi3u Mexay JIB u
000 KaMepou cepla WIH CACTEMHBIMH BEHAMH [5].

B nureparype mpeacTaBieHo Mallo JaHHBIX 00 Of-
HocTopoHHel atpesun JIB. U Tonbko 4 ciyyas Gunare-
panbHO# arpe3un JIB onucansl B paborax M. Kardos,
P. Tittel mw H. W. Goo u coasr. [6, 7].

W3BecTHBI crieayionye OCHOBHBIE MPUHIUIIBI pa3-
BuTHs JIB. Ha panHux sMOpHOHATIBHBIX CTaausIX pas-
BUTHUS IMEETCSI COCYUCTOE CIUIETEHUE, OKpYXKaloIllee
HNEPBUYHYIO KUIIKY. OIHOBPEMEHHO ¢ 00pa30BaHUEM
JIBIXaTeIbHON CHUCTEMBI M3 BBIISTYMBAHUS TTEPBUYHON
KUIIKH, OT OOMIEro COCYAMCTOTrO CIUICTCHHUSI OTIeNsi-
IOTCSl OTTOK BEHO3HOH KPOBH OT OPraHOB IMUILIEBAPH-
TEIBHON CHCTEMBI H OTTOK OT OPTaHOB JIBIXAaTEIBHOM
cucreMbl. Ouitorenernyecku JIB BO3HMKAIOT Kak ca-
MOCTOSITEJIbHBIE COCY/bI, OTBOASIINE KPOBb M3 3ayat-
koB serkux [8]. B konie 4-oif Hauaie 5-oi Hepenu
BHYTPUYTPOOHOTO pPa3BUTHS OHU OOBEIUHSIOTCS B
obmuii cTBoMN, Hecymuid KpoBh B JIII ¢ mop3anpHOU

= s |
Pucynok 5. Makponpenapar. Jlerounass TkaHb Ha paspese
0GOpZOBOTO IBETA, BO3AYIIHOCTH JU((DYy3HO CHIDKEHA

Figure 5. Macroscopic preparation. The lung tissue on
the incision is burgundy in color and the airiness has been
diffusely reduced

ctopoHbl. O0mue u jposiessie JIB, BXoas B 10OJI0CTH
nepukapza, nperepnesaoT AuddepeHIUpPOBKY CBOCH
CTEHKHU: OHA BBIPAXKAETCS B IMOSIBIICHUN HapsIy C SHAO-
TEJIMEM MBIIICYHONIOJOOHBIX KJIETOK, 00pa3yIoIuXcs
13 OKpyXkaromeil Me3eHXUMBI. CII0i MBIIIETHOITON00-
HBIX KJIETOK YTOJIIAETCS 10 HAIMPABICHUIO K YCThSIM
BeH. TakuMm 00pa3om, B KOHIE SMOPHOHATILHOTO MIEpH-
ona obnacth yctheB JIB mpruoOperaer neMHUTHBHbIC
yepthl ctpoenus: B JIII orkpeiBatotcst uetsipe JIB, a
HMHTpaNepUKapIUalIbHbIE OTIEJbl ITUX BEH B COCTABE
CBOEH CTEHKM COIEpXKaT 3aKJIaJKH MHUOKApIHUAJIbHBIX
»omoB (puc. 6) [9, 10].

r

Pucynox 6. HopmansHoe passutue JIB: A. nerounsle 3a4aTku
OKPY)XCHBI CIUIAHXHHYECKHM CIUICTEHHEM, KOTOpOe coo0mmaeT
MyMOYHbIE U KapAWHANbHbIC BeHbI; B. obmas JIB chopmuposa-
Ha ¥ COCIMHEHa C CHHOATPHAIBHOW 4acThio cepaua; C. cBS3b
MEXIy JICTOYHBIM M CIUIAHXHHYECKMM BEHO3HBIM CILUICTCHHEM
ucuesaet; D. oburas JIB pazBuBaercs B ueTbipe otnenpHblie JIB,
KOTOpBIE TI0 OTEIBHOCTH coeauHstoTes ¢ JIIT
Ilpumeuanue:  Hzobpadicenue  3aumcmeosano  uz  [10]
(pacnpocmpansiemess noo auyernzueu CC BY 4.0). JKbB —
Jicenmoyno-opwidiceeunas eena; JIJI, IVl — 3auamku 1e602o u
npaeoeo aeekux; JIOKB — nesas obwas kapounanvhas éena; JII
— zegoe npedcepoue; OJIB — oowasa necounas eena; [IOKB —
npaeas obuyas kapounanvras eena, 111 — npasoe npedcepoue,
CC — cnnanxnuueckoe cniemeHue.

Figure 6. Normal development of pulmonary veins: A. the
pulmonary rudiments are surrounded by splanchnic plexuses,
which communicate the umbilical and cardinal veins; B. the
common pulmonary vein forms and connects to the sinoatrial
portion of the heart; C. the connection between pulmonary and
splanchnic venous plexuses disappears; D. the common lung
vein develops into four separate lung veins, each connecting to
the left atrium

Note: The image is borrowed from [10] (distributed under the
CC BY 4.0 license). CPV — common pulmonary vein; LA — left
atrium; LCCV — left common cardinal vein; LL, RL — rudiments
of left and right lungs; RA — right atrium; RCCV — right common
cardinal vein; SP — splanchnic plexus; YMV — yolk-mesenteric
vein.

>
a
=}
[
751
=
72!
<
1




160 Kiunuueckuii ciayyaii aTpe3uu JIETOYHBIX BEH

COOTBETCTBEHHO, BapuadCIbHOCTh AHOMAJHM Jie-
TOYHOW BEHO3HOW OOCTPYKIIMH MOKET Pa3BUBATHCS B
3aBHCHMOCTH OT AMOPHOHAIBHBIX CPOKOB HAPYIICHHS
HOpMaJbHOTO pa3BuTUs JIB: ToTanbHbIA aHOMaIbHBIN
npeHax JIB, Bo3HUKarOIMN B pe3yabTaTe HapylIEHHs
pasBUTUSL Ha paHHEW CTaguu; cor triatriatum sinister
wiu arpe3ust obuied JIB Ha Oosee mosgHel craauu
passutus JIB; arpesus otaenbHbix JIB Ha eme Oosee
MO3HEH CcTamuu pa3BuTHA Iuiona [2]. B mamem ciy-
Yyae MOYKHO TPEJIOIOKNTh O HAPYIIEHHUSX TPOIIECCOB
JBYCTOPOHHEH KjeTouHol auddepeHurpoBKH 00X
u nonesbix JIB ¢ npeobinaganneM MBIIIEYHOIOAOOHBIX
KJIETOK ¥ (uOpoliacToB, 4To CHOCOOCTBOBaNO 00-
JUTEPaNy COCYIUCTOTO MPOCBETa M HAPYIIEHHIO WX
HOpMalibHOTO JipeHaxa B JIIT. Henb3s uckioyars reHe-
THYeCKHe (HaKTOpbl aHOMAILHOW TPOJH(epaii MHO-
¢ubpob1acToB BO BpeMsi BHYyTPHYTPOOHOTO pa3BUTHSI.
van de Laar u coaBTOpBI MPOIEMOHCTPUPOBAIN aHATTN3
TeHETUYECKOTO CLEIUIEHHS B CeMbe C 4 1eTbMU, Y KOTO-
PbIX ObLIH BBISIBIICHBI CTeHO3bI JIB nipu poxxaeHun. AB-
TOPBI TTOKA3aJIM, YTO MEPBBIN JOKYC sl cTeHo3a JIB Ha
xpomocoMme 2q35-2q35.1 sBnsieTcs TeHeTUUECKOH MpH-
yupHoil BIIC [11]. OgHako, aBTOpbI BKJIIOYAIHA TOJBKO
CIIOpaJu4ecKHe Cilyyau, T0ITOMY MOCIEAYIOIINE TeHe-
THYECKHE UCCIIE0BAaHNS Y TJAaHHOM KOTOPTHI MAI[HEHTOB
MOMOTYT TIPOAHAIM3UPOBATH U BBISICHUTD 3THOJIOTHIO U
naTo(hM3MOIOTHIO CTeHO3a Wi atpe3un JIB [12].

TsoxecTh KIIMHIYECKUX MTPOSIBIICHHUN OOBIYHO 3aBUCHUT
ot crenenun ooctpykimu JIB, odbema komarepanbHOTro
KpoBoToKa U comyTcTBytomero BIIC. B npencrasnennom
HaMU KJIMHUYECKOM ClTydae y peOeHKa ObLIIO HECKOIBKO
OTATOIIAIOIINX aHOMAITH pa3BuTHsL: atpesust JIA tun C
o Tchervenkov, Mopdonorndeckn eqMHCTBCHHBIN Tpa-
BBII JKEITyIOveK cepiiia U OunarepanbHas arpesus JIB,
YTO y’Ke MOKET «TOBOPHUTHY» O HEKYPaOEIILHOCTH ITOPOKA.
BBunmy TsbKecTH COCTOSIHUSI peOeHKa, OTCYTCTBHUSI BO3-
MO)KHOCTH BBIIIOJIHATH KOMITBIOTEPHYIO TOMOTPahUIo
OPraHoOB TPYAHOMU IOJIOCTH, HAMH OBUIO MPHUHSTO peliie-
HUE 00 SKCTPEHHOM MaJTMaTHBHOM SHIOBACKYJISIPHOM
BMeEIIATeIhCTBE. bhUTO BHIMTOTHEHO CTEHTUPOBAaHKE TIpa-
Boro OALII, ogHaxo, Ipy MOJIyYEeHNH JICBOTPaMMBbI, MBI HE

oOHapy» K Bo3Bpar kposu 110 JIB B JII1, knuHanyecku u
reMOIMHAMUYECKH MOJIOKUTENBHOTO A ekTa oT orepa-
LMK He Noay4eHo. [lanee ObUI0 IPUHATO PELIEHHE O J10-
MTOJTHUTENBHON BU3YalIH3allH, I10CIIE «OTHOCUTEIBHON
crabunuzanuu coctosHus pederka. Bomonneno MCKT,
10 JJAaHHBIM KOTOPOTO B JONOJHEHHE K paHHEe U3BECT-
HBIM BHYTPHUCEP/ICYHBIM aHOMAJIMSIMU OTMeYaeTcs Onia-
TepanbHas arpesus JIB, equHmaHbIe OpOHXHAIBHBIE KOJI-
narepan. J[aHHBIA CIOXKHBIA MOPOK Cep/ia, ¢ MHOXKE-
CTBEHHBIMHU BHYTPHCEPIECUHBIMI AHOMAIISMU Pa3BUTHS,
MPU3HAH HEKypaOelbHbIM. EIMHCTBEHHBIH BO3MOXHBIN
METOJI JICYEHHSI JAHHOTO MOPOKa — TPAHCIUIAHTALHS KOM-
iekca cepaue-nerkue. OHaKko, B HACTOAIIEE BpeMsl Ha
tepputopun Poccutickort deneparyu 3a00p cepiia win
KOMILJIEKCa Cep/lla-JIeTKUE y JIOHOPa, HEe JOCTHUrIero 18
e, 3anpertieH [13]. Pe3ysibrarel 3apyOe:KHBIX KOJUTET He
BBI3BIBAIOT IOBEPHS B TIOJIb3Y ITOH ONEPALMH, B BUTY ObI-
CTPOTO MPUCOCANHEHNS MH(EKIIMOHHOTO TPoIIecca, pas-
BUTHSI OOJIMTEPUPYIOIIETO OPOHXHOJHTA, BHICOKOTO PH-
CKa OTTOPKEHHS TPAHCIUIAaHTaTa y HOBOPOXKJEHHBIX [ 14].

3akiarouenue

JIBycTopoHHss arpe3us JIB sBnsiercsa kpaitne pen-
kuM BIIC. B nuteparype onucaHsl JUIIb €TMHUYHBIE
Cllydau, TaKKe OTpakarolle HEKypaOelbHOCTb JaH-
HOTO I10pPOKA.
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