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Pesiome

Besedenue. HecMOTpst Ha TOCTOSSHHOE COBEPIICHCTBOBAHNE METOANK MTPEHATAILHON ANarHOCTHKH MTOPOKOB IUIOJA, B Ha-
CTOSIIIIEE BPEMsI COXPAHSACTCSI OTPaHUUYEHHE BOSMOXKHOCTEH BHYTPHYTPOOHOW BepHU(PHUKAINN COCYIUCTHIX aHOMAIINH JETKUX
W aKTyaJIbHOCTb B ITOCTHATAJIILHOM THITMPOBAHUU BCEX KOMIIOHEHTOB MATOJOIMYECKOH JISTOYHOW reMOANHAMUKH, 0COOCHHO
B CITy4ae CIOKHBIX, KOMOMHUPOBAHHBIX COCYHCTHIX Majb(opmaruii. /leranbHas M 9KCIIEpTHAS OIICHKA aHATOMUH JICTOUHBIX
COCYJIOB, BHYTPHJICTOYHON T€MOIMHAMHUKH HEOOXOAMMA 1T MUHHMHU3AIMK CPOKOB OIEPAIIMOHHON KOPPEKIMH MOpOKa BO
n30ekaHue Pa3BUTUSA HEOOPATUMOH JIETOYHOH THIIEPTCH3HH.

OnHolt 113 Hanbosee PeaKUX U CIOKHBIX JUIsl AMArHOCTUKH POPM KOMOMHAIIMU COCYIUCTBIX aHOMAJIMH SIBIISETCS BPOXK/ICH-
HBIH BeHonoOapHsIii cunpoM (BBJIC), coueraronuii B cede BEHO3HYIO0, apTepHAIbHYIO, JIETOYHYIO M CEPJICUHYIO ITaTOJIOTHIO,
B TOH WJIM MHOH CTETIEHH COCYIIECTBYIOIINE y OAHOTO MAIMEHTA.

Leny — 060011IeHNE KITMHIYECKOTO MaTepralia v IAHHBIX Pa3IMIHbIX METONIOB AMarHocTuku Aeteii ¢ BBJIC ¢ menbro ux ontruMusa-
LI ¥ BBIOOpa HarboIiee 6e3011acHOi 1 MH(POPMATUBHON METOIMKH, TTO3BOJISIFOIIEH OTHOBPEMEHHO BU3YaIM3UPOBATH BECH KOMILICKC
COYETaHMs1 OPOHXOJIETOUHBIX, CEPIEUHO-COCY/IUCTBIX MPOOJIEM M 0COOCHHOCTEH TEMOJIMHAMUKH JIETKUX, TIPOBOJIUTH MX JETAIBHYIO
T depeHIraIbHy 0 AMarHOCTHKY, MUTHUMH3UPOBATh BCE BO3MOKHBIE PHCKH M HETATUBHBIC MOCIIEICTBHS I OPraHM3Ma MalMeHTa.

Mamepuan u memoosi. Onincansl coOcTBeHHbIe HaOmoneHus 11 nereit B Bo3pacte ot 14 aueit 1o 17 1€t ¢ uHTpaonepay-
onHo# Bepudukarmeit BBJIC. Cucremarn3npoBaHbl Bce BapUaHTBl COCYANCTBIX aHOMAJINH JIETKUX Y JIETEH ¢ BPOXKJICHHBIM
BEHOJIO0APHBIM CHH/IPOMOM, UX COYETaHHE MEXTy cOOOH M ¢ OCTAIBbHBIME KOMIOHEHTaMH IMopoka. [IpoBeneHo cpaBHeHMe
BO3MOKHOCTEH W IMATHOCTHYECKON 3HAUMMOCTH METOINK TPAJAUIIMOHHON peHTreHorpaduu, sxokapauorpadun (3X0-KI),
cenekTuBHO# anrnorpaduu (Al') u komnberoTepHo-ToMorpaduyeckoit anrunorpadpun (MCKT-AT) B BbIsIBICHUH 0COOEHHOCTEH
KpoBooOpareHus jierkux y aereit ¢ BBJIC, a Taxke B OlleHKEe BADHAHTOB COYETAHUSI BCEX KOMIIOHEHTOB CHHJPOMA.

Pezynomamut. Antenaransnas 9XO-KI, a Takxke nocTHarangbHas nuarnoctuka merogamu DXO-KI, TpaauinoHHON peHT-
reHorpaduu u cenekTuBHONH Al pe3ko orpaHndeHa BO3SMOKHOCTSMHU METOMUK. [IpeanokeH anropuT™M AUarHOCTHKH TTOpOKa
C JIoKazaTenbcTBOM Hanbombiiel nHpopmaruBHocTH — MCKT-AT. BoisiBienst o6s3arenpabie KomnoneHTsl BBJIC — Bapuant
TUIOTE€HEe3UH MPABOTO JIETKOTr0, YaCTUYHBII aHOMAJIBHBIN APEHAXK JIETOUHBIX BEH (CHHAPOM siTaraHa) U HEMOCTOSHHBIE KOM-
TIOHEHTHI ITOPOKA — ATIa3Hs/THITOTLIA3KS IPaBOii JISTOYHON apTepHH, YaCTUYHOE WIIN TIOJTHOE apTepHaIbHOE KPOBOCHAOKEHHE
TIPaBOTO JIETKOTO M3 OOJBIIIOTO KPyTa KPOBOOOpAIIEHH Oe3 CEeKBECTPAIINH, JISTOYHAS CEKBECTpaIys, codetanue ¢ npyramu BIIC.

Boioowr. BBJIC siBnsieTcst peIkuM BPOXKACHHBIM ITOPOKOM Pa3BUTHA. AHTEHaTalbHAas AMArHOCTHKA BCEX KOMIIOHEHTOB
BBJIC neBo3moxHna. JJocroBepHo nokazana spdekruBHOCTs MCKT-AI' B mOCTHATATbHOM BBISBIICHHUHM BCEX KOMIIOHCHTOB
BBIJIC, xak MeToaukH, He TpeOyromeH 1yOnupyomiei Iy4eBoi 1 MHBa3NBHOM JTHArHOCTHKH.

Kniouegvie cnoea: 6podicoennbviii NOPOK pazeumus, 1e204Hblll 6eHON0DAPHbIN CUHOPOM, CUHOPOM AMALAHA, YACTIUYHBLU
AHOMANLHBLU OPEHADIC 1€20UHbIX 6EH, CUCIEMHOE KPOBOCHADIICEHUE Ie2KUX, A0PMOIIe204HAs KOIAMEPAlb, 2UNONAA3US 1e20UHOU
apmepuu, 1e204HAs 2UNEPMEH3UsL, CeK8eCMPAaYUsl 1e2K020, MYTbCNUPAIbHAS KOMNLIOMEPHAS moMopagusa

Jas uurupoBanus: [onyoesa M. B., Unvuna H. A., Kazan A. B. Ocobennocmu kpoeoobpaujenus ieekux y oemeti ¢ 6eHON00APHbIM CUHOPOMOM. Pezuo-
Haphoe kpogoobpawenue u muxpoyupkysiyus. 2018;18(1):55-65. Doi: 10.24884/1682-6655-2019-18-1-55-65
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Summar

Introductiz,n. Despite the continuous improvement of methods for prenatal diagnosis of fetal malformations, at present,
the limitations of intrauterine verification of vascular lung anomalies and relevance in postnatal typing of all components of
pathological pulmonary hemodynamic, especially in the case of complex, combined vascular malformations, remain. Detailed
and expert assessment of the anatomy of the pulmonary vessels, intrapulmonary hemodynamic is necessary to minimize the
time for the surgical correction of the defect in order to avoid the development of irreversible pulmonary hypertension. One
of the most rare and difficult to diagnose forms of a combination of vascular abnormalities is congenital pulmonary venolobar
syndrome (CPVS), which combines venous, arterial, pulmonary and cardiac pathology, to one degree or another coexisting
in one patient.

Objective — analysis of clinical material and data of different diagnostic methods in children with CPVS. This everything
will help to optimize diagnostics and choose the most safe and informative method to visualize combination of pulmonary
and cardiovascular diseases and to determine the specificity of pulmonary circulation. Furthermore, it will allow to minimize
all risks and negative consequences for patient’s body.

Material and methods. We reviewed the records of 11 children (age from 14 days to 17 years old) with intraoperative verification
of CPVS. We systematized all variants of vascular anomalies of lungs in children with CPVS,; its possible combinationswith other
abnormalities. We performed the comparison of capability and diagnostic significance of plain radiography, echocardiography,
selective angiography and CT-scan in determining the specificity of pulmonary circulation in children with CPVS and assessment
of combination of the malformation components.

Results. Antenatal echocardiography and postnatal diagnostics using echocardiography, plain radiography and selective
angiography is extremely limited. We suggested the diagnostic algorithm using CT-scan with the proof of the great
representativeness. Obligatory components of CPVS were identified: reduction of the right lung volume, anomalous pulmonary
venous drainage (scimitar syndrome) and non-obligate components of malformation: aplasia or hypoplasia of the right pulmonary
artery, systemic pulmonary arterial supply with differential pulmonary perfusion, pulmonary sequestration, other congenital

heart abnormalities.

Conclusion. CPVS is a rare congenital malformation. Antenatal diagnosis of all components of CVLS is impossible. MDCT-
AG is the most effective diagnostic method that allows to identify all components of CPVS in postnatal period. This method
does not require additional radiodiagnostics and invasive diagnostic procedures.

Keywords: congenital developmental defect, pulmonary venolobar syndrome, scimitar syndrome, anomalous drain of
pulmonary veins, systemic blood supply of lungs, aortopulmonary collateral, hypoplasia pulmonary arteries, pulmonary

hypertension, sequestration of a lung, MDCT
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Beeaenue

Bpoxnennsrii  BeHonmoOapHbd cuaapom (BBJIC)
SIBIISICTCS JOCTAaTOYHO peAKor (OpMOil TOJIEBOM THITO-
IJTa3UH JIETKOTO B COYETAHUH C AHOMAIIUSMH JIETOYHBIX
cocynoB u coctaisieT 0,4-0,7 % Bcex BpOXKIEHHBIX T10-
poxoB nierkux. Berpeuaercs B 1-3 cirydasix va 1 000 000
HOBOPOXKIICHHBIX, COCTABISACT 3—5 % BCEX YaCTHYHBIX
aHOMANBHBIX JpeHaxeil nerounsix BeH (YAJJIB),
B 98,6 % cirydaeB BBISBISETCS IOPOK MIPABOTO JIETKOTO,
B 1 % — teBoro jerkoro, 1 TobpKo B 0,4 % cirydaeB — 310
JIBYCTOPOHHUE M3MeHEeHus [1].

George Cooper (Bemukobpuranus) u Raul Chassinat
(®pannms) [2, 3] BriepBbIe ONMUCANTN JAHHYIO aHOMAJIHIO
B MEAMIMHCKOHN uTeparype. B 1836 1. onu nHauBumy-
aJTbHO OMHCAIIN CITy4Ya PEeIKOTO BPOXKICHHOTO MTOPOKa,
KOTOpBIN BKJIIOYAJl aHOMAJIbHBIA BEHO3HBIM JpeHax OT
IpaBoro Jerkoro Hrwke auadparmel. B 1949 . moxtop
Dotter et al. [4] cmenan mepBoe moapoOHOE PEHTICHO-
rpaduyueckoe OMMCcaHne «3HakKa siTaraHay — MPUCYTCTBUE
BEHBI fiTaraHa Ha MPsAMOW pEHTreHorpamMme TpyJHOU
KieTk (puc. 1); oHM Taroke ObUTH TIEPBBIMH, KTO UCTIOINb-
30BaJT aHTHOTpa(HIO ¥ 30HIUPOBAHHUE CEPLIA, YTOOHI JIe-
TaJIM3UPOBATh JAaHHYIO aHOMaHIo. [lepBbIMI aBTOpamu,
KOTOpBIE NCIIOTIB30BAIN TEPMUH «ATarany», Obutu N. A.
Halasz et al. 8 1956 r. [5]. OHn ynoMsHyIM BEepTHKAIb-

HYI0 KPHBOJIMHEHHYIO BEHY, HATOMHHAOIIYIO TYPEIKYIO
caOIro siTaraH, IPEHUPYIONIYIO BCE MM YacTh TPABOTO
JIETKOTO B HIDKHIOO Tonyto BeHy (HIIB). B 1960 r. Neill
et al. BiepBbIe ObLUIA OTIFICaHa KOMOWHAITHSI aHOMAJTEHOTO
BEHO3HOTO JIPEHAXKA MPABOTO JIETKOTO B COYETAHHH C €TO
THITOTIIA3KEH M YaCTHYHBIM CHCTEMHbBIM apTePUATbHBIM
kpoBocHaOkeHueM [6]. B 2003 . mokropom Ben Felson
OBUT BBEJICH TEPMHH — «BPOXKICHHBIA BEHOJIOOAPHBIH
cuaapom» (Congenital Pulmonary Venolobar Syndrom,
CVLS) [7].

Martepuaa 1 MeToAbl MCCAEAOBAHMS

B nieproz ¢ 2008 o 2018 1. B HartieM crarmoHape Obin
obcitenoBanbl 134 peberka B Bo3pacte ot 14 iHeit no 17 et
0 TOBOY AHOMAJIBHOIO JPEHAKa JIETOUHbIX BeH. Y 11
(8,2 %) w3 Hux ObuT quarHoctupoBan BBJIC. Masbunku
(7) mpeobmagamm Ha neBoukamu (4). HoBoposkneHubie —4,
JIETH OOJIee CTapIIIUX BO3PACTHBIX TPYIIIT — 7.

Bce metn mponnim koMITIeKCHOE OOCIIeZIOBaHKE, B
KOTOPOM, IIOMUMO MHOTOCPE30BO# KOMITEIOTEPHO-TOMO-
rpaduyeckoii auruorpadun (MCKT-AT), npoBoauincek
TpaIUIIMOHHAS PEHTTEHOTpa(Usi TPYTHOU KIECTKH, JTIHA-
muueckas sxokapauorpadus (3XO-KI'), pudbpodponxo-
ckormueckoe nccnenosanne (PBC), nmarHoctudeckas
KHHOAHTHOKapaArorpadusi.
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Puc. 1. Cuagpom sitarana. PeHTreHOrpaMMBI TPYIHON KJIETKH B TIPSMOH ITPOEKITHH:

a — BU3yaIlM3alys KPyITHOW aHOMaJIbHOI JIETOYHON BEHBI, PACIIONI0KEHHOI BIIOJIb IPABOTO KapJHAIBHOTO Kpast, JPCHUPYIOMISHCS B HIDKHIOIO HOIYIO BEHY;
6 — cXeMaTH4YeCcKoe H300pakeHHE TyPELKOit cabiu sitaraH, HaJIOXKEHHON Ha 30Hy aHOMAJIbHOTO COCY/1a, ITOBTOPSIOIICH €ro X0/ U AAIOIICH Ha3BaHHE JAHHOTO
CHHZIpOMa (CHHJIPOM sITaraHa)

Fig. 1. Scimitar syndrome. Radiographs of the chest in the direct projection:

a — visualization of a large abnormal pulmonary vein located along the right cardiac margin, draining into the vena cava inferior; 6 — schematic repre-
sentation of the Turkish sword Yatagan, superimposed on the zone of the abnormal vessel, repeating its course and giving the name of the syndrome
(scimitar syndrome)

MCKT-AT BemmonHsAIACH HA MYJIBTUICTEKTOPHOM
64-cpe30BOM KOMIBIOTEpPHOM ToMorpade, C ToJI-
IIMHOW cpe3a 3 MM, HHKPEMEHTOM PEKOHCTPYKIUU
0,6 MM, TOCIEAYIOMIEH TTOCTIPOIIECCOPHOH 00paboT-
koir B MIP-, MinIP-pexunmax u moctpoeanem MPR-,
3D-pedopmaruii. YeTsipe HCCICTOBAHUS BBITTOTHS-
JIOCh B YCIIOBUSX MacOYHOTO HapKo3a, BCE C BHYTPH-
BEHHBIM OOJIIOCHBIM BBEJICHHEM KOHTPACTHOTO Belle-
CTBa W3 pacyera 2 MJ/KT Beca C MOMOIIBI0 aBTOMa-

THYECKOTO MIMPHUTIA-UHKEKTOPA CO CKOPOCTHIO OT 1,0
1o 5,0 m/c.

Pe3yAbTaTbl MCCAGAOBAHUS M UX 00CY)KAEHHE

CocrostHre 4 HOBOPOXICHHBIX JETEH TMPU MOCTYII-
JIeHUW OBUIO KpaiHe TSHKENoe, TSKECTh 00yCIIOBICHA
HapacTarouiel JerouHoi rurnepTeH3uel u aecaryparu-
eii. Ocranpubie Aetu (7) Ooyee crapineil BO3pacTHOU
Tpynmel — 6€3 KIMHUYECKUX TMPOSIBICHUNA CepaeTHON

Puc. 2. Uadantunsras popma BBJIC. Pentrenorpamma rpymu-
HOM KJIeTKH peOeHKa § MecsIeB: TPU3HAKU TUIOILIa3UH IPABOTO
JIETKOTO, PE3KOe CHIKEHHE €ro ITHEBMAaTH3aIiH1, IeKCTpaKapans,

BBICOKOE PACIOIOKEHUE MPaBoii/2 Kymona auadparmbl

Fig. 2. Infant form of CVLS. Chest x-ray of the child 8 month:
signs of hypoplasia of the right lung, a sharp decrease in its
pneumatization, dextracardia, high location of the right '/, dome
diaphragm

Puc. 3. IToxpocrkosast popma BBJIC. Penrrenorpamma rpyaHoit
KIIETKH peOeHKa 9 JieT: MpU3HaKi YMEHbIICHU 00beMa MpaBo-
T'0 JIETKOTO ¥ BU3yallM3allisi aHOMAJIbHON BEHBI «SITaraH» BIOJb

MPaBOTO KapHAIEHOTO Kpast

Fig. 3. Teenage form of CVLS. Chest x-ray of the child
9 years: signs of a decrease in the volume of the right lung and
visualization of the abnormal vein «chimitar» along the right
cardiac margin
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Puc. 4. OntHo071€BOE CTPOSHHE TIPABOTO JIETKOTO:

a — MCKT, ¢pouransuas MPR-pedopmariisi, ymeHblieHne 00beMa MpaBoro JErkoro ¢ BU3yaln3alieil eJMHCTBEHHOTO OPOHXA C aTHIIMYHBIM JICTICHHEM;
0 — MCKT, akcuanbHBII cpe3 Ha ypOBHE INIaBHBIX OPOHXOB, pe3koe yMEHBIICHHEe 00beMa IIPaBoro JIETKOTO CO CMEIICHHEM CPEIOCTEeHHS BIIPABO;
BH3YaJN3HPYETCs aCHMMETpPHsi OPOHXOB IPABOTO M JIGBOTO JIETKOTO C YMEHBIIIEHUEM KaluOpa MpaBoro, OTCYTCTBUE €TI0 JalbHEHIICTO J0JIEBOTO

nenenust; 6 — MCKT, MinIP-06pa6oTka Bo (ppoHTaNBHOI IIIOCKOCTH, YMEHBIICHHE 00beMa MPaBoTo JIETKOTO ¢ AU(GEPEHIIMPOBKOM SIMHCTBEHHOTO
1e(hOPMHUPOBAHHOTO MPABOTO OpoHXa 6e3 THINYHOI AN(PEPEHIIMPOBKH JUXOTOMHIECKOTO X0/1a 60JIee TUCTaIbHBIX OPOHXUAIBHBIX CTPYKTYD

Fig. 4. Single-lobed structure of the right lung:

a — MSCT, frontal MPR reformation, right lung volume reduction with visualization of a single bronchus with atypical division; 6 — MSCT, axial section
at the level of the main bronchs, a sharp decrease in the volume of the right lung with the displacement of the mediastinum to the right; the asymmetry
of the bronchi of the right and left lung is visualized with a decrease in the caliber of the right, the absence of its further shared division; ¢ — MSCT,
MinlP treatment in the frontal plane, reducing the volume of the right lung with the differentiation of a single deformed right bronchus without the typical
differentiation of the dichotomous course of more distal bronchial structures

a o
Puc. 5. JIByx05eBoe cTpo€HUE MPABOTO JIETKOTO:

a—MCKT, MinIP-o6pa6oTtka Bo ¢ppoHTansHO# miockocTd. AnddepeHimpyercs CHMMETPHIHOE EICHIE ITIABHBIX OPOHXOB C IBYXI0JIEBBIM CTPOCHHEM 000HX
nerkux; 6 — MCKT, akcnanbHbIi cpe3 Ha ypoBHE BEPXHHX JITOYHBIX BEH CJICBA, CIIPaBa OIPENEeIISeTCs aTUITNYHBIN X0 MEXKI0JIeBOIl IIEBPHI, pa3aesoneil
[paBoe JICTKOE Ha JIBE JI0JIH, QHOMAJIbHASI BEHA «ATaraH» B MIPOSKIIMH MEK/I0JICBOM 1IeITH

Fig. 5. Double-lobed structure of the right lung:

a —MSCT, MinIP processing in the frontal plane. The symmetrical division of the main bronchi with a two-lobed structure of both lungs is differentiated;
6 — MSCT, axial section at the level of the upper pulmonary veins on the left, on the right is determined by the atypical course of the interlobular pleura divid-
ing the right lung into two lobes, abnormal vein «chimitar» in the projection of the interlobular slit

a 7]

Puc. 6. JIByx051eBo€ CTPOSHUE PABOTO JIETKOTO C PYAUMEHTAPHBIM BEPXHEIOIEBBIM OPOHXOM:

a—MCKT, MinIP-o6pa6otxka Bo GppoHTanbHO# m1ockocTH. OTYETIMBOE YMEHbILEHHE 00beMa PaBoro Jierkoro. i depeHiupyercst clierno 3akaHIMBaOLIHICs (hparMeHT
IPABOTO BEPXHEIOICBOTO OPOHXa 10 THITY «IICHBbKa» Ha MPOTSHKCHUH 5 MM OT YCTbsI, JUXOTOMHYECKOE JeIeHHe IIPOMEKyTodHoro Oponxa; 6 — MCKT, dponransHas
3D-pechopmariyist B JICTOYHOM peKUME. PyIMMEHT BepXHEI0IeBoro 6poHxa 6e3 i hepeHIPOBKH €ro BO3AYIIHOIO POCBETa B 00Iee AUCTATBHBIX OTAENIaX
Fig. 6. Two-lobed structure of the right lung with rudimentary upper lobe bronchus:

a—MSCT, MinlP processing in the frontal plane. A distinct reduction in the volume of the right lung. Differentiated blindly ending fragment of the right up-
per lobe bronchus type «hemp» for Smm from the mouth, dichotomous division of the intermediate bronchus; 6 — MSCT, front 3D reformation in pulmonary
mode. Vestige of the upper lobe bronchus without differentiation of its air gap in the more distal parts
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HEJ0CTAaTOUYHOCTH, TUIIEPBOJIEMHUH JIETKUX U TIPU3HAKOB
runokceMun. M3 anaMHeCTHYEeCKHX Kaslo0 OTIBIINIKA U
ObICTpast yTOMIIIEMOCTb OTMEUEHBI y 3, 0ECCUMIITOMHOE
TeuyeHue — y 4 U3 Hux.

[Ipu ananu3e peHTreHorpamMm rpyIHON KJIETKH: PH-
3HaK{ THIIOTeHe3uu mpaBoro jerkoro (10), 6e3 pent-
TeHOJIOTMYECKUX JAaHHBIX 3a THITOIIa3uio Jierkoro (1).
WndantuipHas popMa nopoka BbIBICHA y 4 neTeil: ¢
MIPU3HAKaMU TUIOIUIA3KH IPABOI'o JIETKOT0, PE3KUM CHHU-
YKEHHUEM €ro THEBMAaTH3aLIH, IeKCTpaKapIuel, BBICOKUM
pacmonokeHHeM paBoro Kymoina guadparmsl (puc. 2).
[ToapocTroBas popma—y 7: ¢ mpU3HaAKaMHU YMEHBILICHHUS
o0beMa MpaBoro JIErKoro y 7, BU3yanu3anuei aHoMallb-
HOM BEHBI «siTaran» y 6 (puc. 3), 6e3 TAIMYHOM /151 TTO-
pOKa KapTHUHBI TaTOJIOTMYECKOTO COCYIa B MEHATBHBIX
OTJenax MpaBoro Jierkoro —y 1.

[lo nanueim MCKT-AI, nopok pa3BuTHs NpaBoOro
JIETKOTO MMeJT MecTo Y Bcex 11 manmeHToB U ObLT Mpes-
CTaBJIEH OJJHOJIOJIEBBIM CTPOEHHEM IIPABOTO JIETKOro y 1
(puc. 4), IByX10JIE€BBIM CTPOEHHUEM MPABOTO JIETKOTO — Y 2
(puc. 5), AByX/10J€BBIM CTPOEHUEM IPABOIO JIETKOTO C
PYAMMEHTapHBIM BEPXHEIOIEBBIM OpoHxoM —y 1 (puc. 6),
MPOCTOM THIOIUIa3Hel MpaBoro Jierkoro —y 6 (puc. 7),
TUIOIJIa3Uel MTPaBoro JIETKOr0 M BHYTPUJIETOUHOHN CeK-
BecTpauueii —y 1 u3 Hux. Bee mannbie Tomorpadum nosa-
TBEPKACHBI OPOHXOCKOMTMYECKUM HCCIIEJOBAHUEM.

VY cemu nanuentoB npu MCKT-AI" 6b11u 0OHapy-
JKEHbI NMPHU3HAKU Pa3jIMYHOW CTENEHU THUIOIUIa3Hu U
0COOCHHOCTH BETBJCHHS NPaBOH JIETOYHOW apTepUH
(puc. 8), uTo OBLTO MOATBEPKIEHO HAa AHTHOMYIHLMOHO-
rpamMmax.

V necsit G0IBHBIX Ha KOMITBIOTEPHBIX TOMOTpPaMMax
BHU3yaJIN3UPOBAJICS YAaCTUYHBIA aHOMAJIbHBIN JpEeHax
aerounsix BeH (YAJIJIB) mpaBoro jerkoro B HHUKHIOIO
nonyto Beny (HIIB). Ilpu 3ToM HCTHHHO LEHTPaIU30-
BaHHBIA THUIT BEHO3HOTO BO3BpAarTa C €IMHBIM aHOMAJIb-
HBIM BEHO3HBIM KOJIJIEKTOPOM BCTPETHIICS Y 2 OOIBHBIX
(puc. 9), neneHTpaIM30BaHHbIN TUI — Yy 9 uenoBek. [Ipu
JIEIIEHTPAJIN30BAaHHOM THIIE JIETOUHOE BEHO3HOE PYCIIO

Puc. 7. Ilpocras runortasust npasoro jerkoro. MCKT, ¢pponTans-
Hast 3D-pedopmanust B terouHoM pexkume. Orpesensiercss yMeHb-
IIeHHEe 00beMa IPABOT0 JIETOYHOTO IOJIS ¢ COXPAaHSHUEM THUITHY-
HOTO 3-710/1€BOTO JCJICHHS €r0 TPaXxeoOPOHXHAIBHOIO JIepeBa

Fig. 7. Simple hypoplasia of the right lung. MSCT, 3D front
reformation in the lung mode. A decrease in the volume of the
right pulmonary field with the preservation of a typical 3-share

division of its tracheobronchial tree is determined

OBLITO TIPE/ICTaBIIEHO HECKOIBKIMH U3BUTHIMU BEHO3HBI-
MU CTBOJIAMH C Pa3IMYHBIMU BapHaHTaMHU JIPEHUPOBA-
HUS: €IUHBIN KOJIJIEKTOP BEPXHEIOJIEBBIX, CPETHET0IIe-
BBIX 1 HIDKHEIOJIEBBIX JIETOYHBIX BeH (JIB), Bmagarommit
B HIIB, u eauHMuHas HUXKHEI0JIEBask BEHA C CAMOCTO-
steabHBIM yeTheM (1) (puc. 10), BepxHemoneBbie BEHbI
TUIUYHO B NeBoe mpencepaue (JIIT), Bers! cpenneii u
mwxaeld gomu B HIIB (3) (puc. 11); BepxHemoneBbie
U cpemHenoseBble BeHbl THIMYHO B JIII, TONBKO BEHBI
HWKHEW nonn HajmuadparmaneHo B HIIB (5); wacTts
BepxHezoeBbIx BeH B JII1, Bce ocTanbHbIE BEHBI IPABOTO
nerkxoro B HIIB — mo pacceimmromy tumy (2) (puc. 12).
VY 1 peGeHka ObIT BBISBIICH aHOMAJBHBIN JIPEHAXK Iie-

8

Puc. 8. BapuaHTb! TUIIOIUIA3UM JIETOYHOH apTepuu:

a — MCKT-AT, akcuanbHblii cpe3 Ha ypoBHe Oudypkauuu jieroynor aprepun (JIA). OTmeyaercs oTueTiuBas acuMMeETpust BeTBeil JIA ¢ yMeHbIICHHEM

B muamerpe npaBoil Betkn; 6 — MCKT-AI, akcuanbHbIl cpe3 Ha ypoBHe Oudypkamun JIA. OTMedaercst Gosee BEIpaKCHHAsT aCHMMETPHS JHAMETPOB

BetBell JIA ¢ ymeHblleHHeM KanuOpa MpaBoil BETKHM M €€ M3BUTOCTBIO; 6 — akcuanbHas 3D-pedopmanus JIA B cocymuctom pexume (BHI CBEpXY).
T'unonuia3ust ¥ KHHKUHT IpaBoii BeTkw JIA ¢ OTCYTCTBHEM THIIMYHOTO ASNICHHS B JISTOYHON TKaHH (OXHOIOJIEBOE JIETKOS)

Fig. 8. Variants of hypoplasia of the pulmonary artery:

a —MSCT-AG, axial section at the level of bifurcation of the pulmonary artery (PA). There is a distinct asymmetry of the branches of the PA with a decrease

in the diameter of the right branch; 6 — MSCT-AG, axial section at the level of bifurcation of the pulmonary artery (PA). There is a more pronounced asym-

metry of the diameters of the branches of the PA with a decrease in the caliber of the right branch and its tortuosity; ¢ —axial 3D reformation of PA in vascular
mode (top view). Hypoplasia and kinking of the right branch of the PA with the absence of a typical division in the pulmonary tissue (single-lobed lung)
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9] 6

Puc. 9. ]_LeHTpaHI/ISOBaHHbIﬁ THUIT YaCTUYHOTO aHOMAJIBHOTO ApE€HaKa IIPAaBbIX JIETOYHBIX BEH:

a —MCKT, MPR-pedopmanust B carutranbHoi miockocty. Juddepeniupyercs eMHCTBEHHbIH, KPYITHOTO JUaMeTPa BEHO3HBII KOJUIEKTOP JIETOYHbIX BEH;

6 — MCKT-AI, ¢ponTansnas 3D-pedopmarus B COCYIUCTOM pexiMe. Buzyan3npyercst euHbIi aHOMAaIbHbINH BEHO3HBIIH KOJUICKTOD B IIPAaBOM JISTOYHOM

rnoJie, JPEeHUPYIOLIMIicS B HIKHIOW nonyto Beny; 8 — MCKT-AT, ¢ponTanbaas 3D-pedopmanust B COCyaAuCTOM pekumMe (BUI c3aau). Busyanusupyercs

acuMmerpus BeTBel JIA ¢ runomiasuii 1 U3BUTOCTBIO NIPaBOil BeTKH. ENMHBIN aHOMaJIbHBIM BEHO3HBIHM KOJJIEKTOP B IIPABOM JIETOYHOM I10J1€, BIIAA0ILUil
B HIDKHIOIO IOJTYIO BEHY BBIIIE JHA(pParmMbl, ¢ IPU3HAKAMH TUIIOILIA3UI

Fig. 9. Centralized type of partial abnormal return of the right pulmonary veins:

a — MSCT, MPR reformation in the sagittal plane. A single, large-diameter venous collector of pulmonary veins is differentiated; 6 — MSCT-AG, frontal 3D

reformation in vascular mode. A single abnormal venous collector in the right pulmonary field draining into the Vena cava inferior is visualized; 6 - MSCT-AG,

frontal 3D reformation in vascular mode (rear view). The asymmetry of PA branches with hypoplasia and kinking of the right branch is visualized. A single
abnormal venous collector in the right pulmonary field, flowing into the Vena cava inferior above the diaphragm with signs of hypoplasia

Puc. 10. [lenieHTpann30BaHHbIA THI YaCTHYHOIO AHOMAJIBHOTO JPEHAKa MPaBbIX JIETOYHBIX BEH:

a—MCKT-AT, MPR-pedopmarus B carutranbHoi miockoctu. AnddepeHimpyorces 1Be pasHOKaaIuOepHble aHOMAIbHbBIE BEHBI, IPEHUPYIOLIHECS OTACTbHBIMU
creotamu B HIIB; 6 — MCKT-AI, ¢pontanshas 3D-pedopmanust B COCyAUCTOM pexuMe, 3aJHsis noinyOokoBas npoexuus. nddepeHunpyrorcs Ise
pa3HOKaIHOepHbIe aHOMAIbHbBIE BEHBI, JPEHUPYIOIINeCs OTAeIbHBIME cTBoaMu B HIIB

Fig. 10. Decentralized type of partial abnormal return of the right pulmonary veins:

a—MSCT-AG, MPR-reformation in the sagittal plane. Two different-caliber abnormal veins are differentiated, which are drained by separate trunks into the
Vena cava inferior; 6 — MSCT-AG, front 3D-reformation in vascular mode, rear floor side projection. Two different-caliber abnormal veins are differentiated,
which are drained by separate trunks into the Vena cava inferior

TOYHBIX BEH IIPABOTO U JIEBOT'O JIETKOTO, P KOTOPOM
eIMHUYHAas HY)KHE0JIeBast BEHa CIpaBa aHOMAJIbHO BIIa-
nana B HIIB u Bce BepxHeo1eBbIe BEHbI JIEBOTO JIETKOTO
JIpEHUPOBAIKCH B BepTukainbHyto u BIIB (puc. 13).

VY Bcex 6onmpHBIX Tp MCKT-AI BeIBIISUTHCE aHO-
MaJIbHBIE COCY/bI, OTXOISIIME OT OPIOLIHOrO OTHela
aopThl: aopronerovnsie koiwarepanu (10) (puc. 14),
UIYyIIME K HOPMAJIbHOM JIETOYHOU TKaHU HUKHEH 101U
[IPaBOrO JETKOro —y 9, ¥ TonbKo 1 peOeHoK ¢ abeppaHT-

HOW apTepHei OT a0PThI K BHYTPUIIETOUHOMY CEKBECTPY
(puc. 15). IIpu aToM U3 Bcelt rpynnbl OONBHBIX Y 4 TTpH
CEJIeKTUBHOH aHTHorpaduu Oblla JTUArHOCTUPOBaHA
BHYTpPUJIETOYHAS CEKBECTpAIlHsi, OIPOBEPTHYTas II0
nanabiM MCKT (puc. 15) u monrBepxaeHHAs Wb y
1 pebenka (puc. 16).

JlmarHocTrka COIMyTCTBYIOIIMX BPOXKIESHHBIX ITOPO-
KOB cepaua ocyuiectsisuiack Bo BpeMst 9XO-KI, MCKT-
AT, 30HIUPOBAHMUS MTOJIOCTEH Cep/Ia: MEXKIIPEICEPAHOE
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Puc. 11. leneHTpani30BaHHbINA TUII YACTUYHOTO AHOMAJIBHOTO
IpeHaka mpaBbIx JerouHbiX BeH. MCKT-AT, akcnansHbIiH cpe3
Ha YPOBHE €IMHUYHOM, TUITMYHO JPEHUPYIOIIEHCS JIETOUHON BEHBI
B JIEBOE IIpE/ICEpAUE, TAKXKE OIPEAEIACTCS aKCHaIbHBIN cpe3
AQHOMAJILHOTO BEHO3HOTO COCy/la KPYITHOTO AUaMeTpa Ha (oHe
MIPaBOTO JIETOUHOTO OIS

Fig. 11. Decentralized type of partial abnormal return of the right
pulmonary veins. MSCT-AG, an axial section at the level of
a single, typically draining pulmonary vein into the left atrium,
is also determined by the axial section of an abnormal venous
vessel of large diameter against the background of the right
pulmonary field

Puc. 12. JleneHnTpanu3oBaHHbIA TUIT YaCTUYHOTO aHOMAJILHOTO
npeHaxka mpasbix JerouHbix BeH. MCKT-ATL, MIP-o6paboTka
aKCHaJLHOTO Cpe3a Ha ypoBHE HaaauadparMaibHOro
aHOMaJILHOTO JAPEHUPOBaHUs BeH JeBoro jerkoro B HIIB
10 PACCHITHOMY THITY

Fig. 12. Decentralized type of partial abnormal return of the
right pulmonary veins. MSCT-AG, MIP processing axial slice
at the level of epiphrenic anomalous venous return of the left

lung in the VCI at the loose type

o

Puc. 13. YacTu4HBIN aHOMATBHBIN IPEHAXK JICTOYHBIX BEH 000OMX JICTKUX:

a—MCKT-AT, ¢pponranbras 3D-peopmaiiust B COCyIUCTOM PEKUME, 3aaHss poekius. OnpeenseTcs YaCTuIHOE aHOMAIbHOE JIPSHUPOBAHNE BEH MIPABOTO

nerkoro B HIIB Hike ypoBHs quadparMbl, eIMHUYHAS, U3BUTAst HIDKHE0JIEBAs BEHA C TUITMYHBIM JipeHnpoBanue B JI[1. BepxHenoneBbie BEHbI JIEBOTO JIETKOTO B

BeprukanbHyto u BIIB; 6 — MCKT-AT, ¢pponransHas 3D-pedopmariyisi B COCYIHCTOM PEKHME, EPEIHsIs M0JTy00KoBast IpoeKIust. Xopouio ruddepeHiupyercs
YaCTUYHOE aHOMAJIbHOE JPEHHPOBAHUE BEPXHEIOICBBIX BEH JIEBOTO JETKOTO B BEPTUKAIBLHYIO BEHY

Fig. 13. Partial abnormal return of the pulmonary veins of both lungs:

a — MSCT-AG, frontal 3D-reformation in vascular mode, rear projection. A partial abnormal return of the right lung veins into the Vena cava inferior below

the diaphragm level, a single, convoluted inferior vein with a typical drainage in the LP, is determined. Vein upper lobe of the left lung in the vertical and

VCI; 6 — MSCT-AG, front 3D-reformation in vascular mode, front half side projection. Partial abnormal return of the upper lobe veins of the left lung into
the vertical vein is well differentiated

cooOmienue (4), neeKT MeXIpecepIHON ePEerOPOAKH
(JAMIIIT) B coueTaHnu ¢ OTKPBITHIM apTEPHUATEHBIM MTPO-
toxoM (OAII) (1), xoapkramus aopTsl (1).

Bce BrisiBnennsie komroneHTs! BBJIC y uccienye-
MO TpyTITBl OOMBHBIX MPUBEICHBI B TAOIHIIE.

OmneparuBHOE JICUCHHUE IIPOBOIMIIOCH BCEM IAIMEH-
TaM: JOOOKTOMHS HIKHEH JT0JTH, CeTMEHTapHas pe3eK-
LMl CPEAHEN JOIH MTPABOTO JIETKOTO IO MOBOAY UHTpa-
no0apHOil CeKBeCTpalny, JUTUPOBAHHE AHOMAIBHBIX
BeH u aptepuii ¢ okkmosueit OAII cimpaneio ['manTtyp-
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8 2

Puc. 14. CuctemMHOE KpOBOCHAOKEHUE JIETKUX:

a — MCKT-AT, ¢pponransnas 3D-pedopmanus B COCyIUCTOM PeKUME, 3aIHss1 IPOSKILHS. BBIABIAETCS aHOMaIbHAs apTEePHst OT OPIOIIHOTO OTAENA a0PTHI —

Gonpinas aopronerouHas komnarepanb (BAJIKa) x nmpaBomy ierkomy; 6 — MIP-o6paborka pontansHoiit MPR-pekonctpykin. bAJIKa ot 6promnoii Ao

K npaBomy nerkomy; ¢ — MCKT-AI, MIP-06paboTka akcHanbHOTO cpes3a Ha ypoBHe auadparmel. Onpesensercs OONbIIask a0PTOIerouHas Koarepaib K

TIPaBOMY JIETKOMY, HyIllasi K HOPMaJIbHOI, OJTHOCTBIO BO3/YIIHOM JIETOYHON TKaHH; 2 — celeKTHBHAast aopTorpadus. Konrpactupyercs 6onbioro anamerpa

AQHOMAJIBHBII apTepUanbHblil COCY, OTXOIAIMI OT OPIOIIHOM A0pPThl HA YPOBHE UPEBHOTO CTBOJA, C BHYTPUICTOYHBIM JEICHHEM HA BETKU B IPOCKIUH
HIDKHEH JI0JIM TTPaBOTo JIETKOro

Fig. 14. Systemic blood supply to the lungs:

a — MSCT-AG, frontal 3D-reformation in vascular mode, rear projection. An abnormal artery from the abdominal aorta - a large aorto-pulmonary collateral

(BALC) to the right lung-is revealed; 6 — MIP-processing of frontal MPR-reconstruction. Beam from the abdominal Ao to the right light; 6 — MSCT-AG,

MIP-processing axial slice at the level of the diaphragm. Determined by a large aorto-pulmonary collateral to the right lung, going to a normal, fully air lung

tissue; e — Selective aortography. Contrasted large diameter abnormal arterial vessel, departing from the abdominal aorta at the level of the celiac trunk with
intra-pulmonary division into branches in the projection of the lower lobe of the right lung

ko (1); co3manue TOHHEIS MEeXKTy BEHO3HBIM KOJUIEKTOPOM
1 JIEBBIM TipencepaueM ¢ 3akpeitueM JIMIIII (5), co3na-
HUE BHYTHIPEACEPIHOrO TOHHENS U3 Kosuiekropa JIB B
neBoe npeacepaue (4), TMarHoCTAYECKas TOPAKOTOMHUS;
JAHHBIX 32 JIETOYHYIO CEeKBECTpaInto He moy4eHo (1).
OrneHka OTHMANEHHBIX pPEe3yJabTaTOB OIEPATHBHO-
ro JIeYeHUs MPOBOAMIACE B CPOKHU OT | roja mo 7 jer.
VY 2 nmanuenToB ObUTH BBISIBIIEHBI TEMOIMHAMUYEKH He-
3HaYMMBbIE OCJIIO)KHEHHUS B BHJIE YMEPEHHOTO CTEHO3a

MMPOKCUMAIIBHOTO y4YacTKa BHYTPHIIPEICEPIHOTO TOH-
Henst (1), yCTheBOTO CTEHO3a MPaBOil BEPXHEHOIEBOM
nerouHol BeHsI (1), He TpeOyrolue MOBTOPHOI oriepa-
TUBHOMN KOPPEKITUH.

Ha ocHoBanuu nurteparypHbix OaHHbIX [8—10],
MTOATBEPKICHHBIX PE3yJbTaTaMH HAIIIETO HCCIENO0-
Banusi, BBJIC — 5T0 10CTaTO4HO penKuil KOMILIEKC-
HBII MOPOK pa3BuUTHUsl, BcTpeTuBluuiica Ham 'y 0,37 %
OOJBHBIX C BPOXKIEHHBIMH CEPIEYHO-IETOUHBIMH aHO-
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Puc. 15. AopTonerounas Kojjarepaib:

a— ceneKTHBHas aopTorpadust, PpoHTaIbHAS TPOCSKIWs. YaCTHYHO KOHTPACTHPYIOTCS apTepHaIbHBIC COCY/IbI C 00PA30BAHNEM [TATOIOTHYECKOM CETH C BHICOKOM
HMHTCHCHBHOCTBIO B IPOCKIMH HIDKHEH JIOJIM IIPaBOro JISTKOTO M0 THIy HHTpanobapHoro ceksectpa; 6 — MCKT-AI, dpontansuas MPR-pexoHcTpyKIus.
OmnpenensieTcst CUCTEMHast apTepyst OT A0PThI, UAYIAas K HOPMAJIbHOM JerO4HON TKaHU. JIaHHBIX 38 HHTPANo0apHyI0 CEKBECTPALIMIO HET

Fig. 15. The aorta is a pulmonary collateral:

a — selective aortography, frontal projection. Arterial vessels are partially contrasted with the formation of a pathological network with high intensity in the
projection of the lower lobe of the right lung by the type of intralobar sequester; 6 — MSCT-AG, front MPR-reconstruction. The systemic artery from the aorta
to the normal pulmonary tissue is determined. There is no data for intralobar sequestration

—

Puc. 16. UnrpanobapHas cexBecTparys:

a — MCKT-AT, MIP-o6pa6otka ¢ponTtamsHoro cpesa. Onpenensiercst abbepaHTHAS apTepHsi OT a0PTHI, HAYIIAs K YIaCTKY MaTOIOTHYECKOi, OE3BO3IyIIHOM
JIETOYHOI TKaHHU; 6 — CeNIeKTHBHas aoprorpadust. Onpenelsiercs MaToJIornueckas apTeprs OT OPIONIHOI a0pPTHI, WIyINast K HIDKHEH JJOJIHM IIPaBOIo JIETKOTO
C BHYTPHJICTOYHBIM JIC/ICHHEM Ha 00JIee MEJIKUE BETBH

Fig. 16. Extralobar sequestration:

a— MSCT-AG, MIP-processing of the front cut. The abberant artery from the aorta, going to the site of pathological, airless pulmonary tissue, is determined;
6 — selective aortography. The pathological artery from the abdominal aorta, going to the lower lobe of the right lung with intra-pulmonary division into
smaller branches, is determined

Manusimu 3a 10-netauii nepuos HabmroneHus. [lopox
BKJIIOUAeT BapUAHTHI TUIIOTCHE3UU MPABOTO JIETKOTO
B COUYCTAHUU C PA3TUYHBIMU aHOMAJIUSIMU JETOYHBIX
COCYIIOB, MAaruCTPaJbHBIX COCYJOB M KaMep Cepi-
na [11]. O6s3aTeIbHBIM ¥ OCHOBHBIM KOMITOHEHTOM
BBJIC sBnseTcs coyeTaHue TUIIOTEHE3WH IIPABOTO
JIerkoro (mobapHas areHe3usl, aria3usi, THIIOTIa3Hus )
C YaCTUYHBIM aHOMAJIbHBIM JPEHAKEM JICTOUHBIX BEH,
TaK Ha3bIBACMbIN CHHJIPOM siTaraHa, WM «scimitar»-
curapoM [12, 13], 9To MOATBEPKACHO HAMH y BCEX
MaIMeHTOB B uccienyemoil rpymme. K mepeMeHHbIM

kommoHeHTaM BBJIC 3apy0exHbie aBTOPBI OTHOCST
BapUaHTBl aHOMAJIbHOIO (POPMHUPOBAHUS JIETOYHOU
aprepur (aruiasusi, TUNOIUIA3UsI), CUCTEMHOE apTe-
pUaIbHOE KPOBOCHAOKEHUE JIETKUX, JIETOUHYIO CEK-
BecTpanuio [14], aHomaiuu cepjla U MarucTpaib-
HBIX COCY/IOB, TaKHe KaK JIe(peKThl MeKIpecepaAHON
1 MEXOKeTyI09KoBoi neperopoaok, OAII, koapkrarus
aopThl, TeTpajga danso, TUNOMIa3us JIEBBIX OTAEIIOB
cepana u sHno0kapaa, nepepsis HIIB [1, 11], gTo B pas-
JINYHBIX COYETaHUSAX BCTPEUAIOCh Y BCEX MaIMEHTOB
B HCCIIelyeMOH I'pyIIIe.
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Kommonentsr BBJIC mo ganabim MCKT-AT (n=11)
Components of the CVLS according to MDCT-AG (n=11)
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W3 onucanHbIX (opM cHHApPOMA siTaraH HH)aHTHIIb-
Hasi popma ObuIa BhIsSIBIICHA HaMHu B 36,4 %, ¢ Hann4nem
y TOH I'pyMIIbI HOJTHOTO KOMIUIEKCA KaK OCHOBHBIX, TaK
1 nepeMeHHbIX koMnoHeHToB BBJIC, remoannamuuecku
BBIPQKEHHOTO JIEBO-TIPaBOTroO cOpoca ¢ paHHEH KIMHU-
KOW mepcucTupyromieit yerounoir runeprensuu (JI),
YTO COINOCTaBUMO C JAHHBIMM MHPOBOH JIUTEpaTypbl
[10, 12, 13, 15] o TsKecTH TeUEHNUs TOPOKA Y HOBOPOXK-
nennsix. [TonpoctroBas popma BBJIC ¢ ymepenHbIMU
KJIIMHUYECKUMHU MPOSABICHUSIMH B MPONOPIHMOHATBHON
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Puc. 17. KoMnoHEHTHI cUHApOMa SiTaral
Fig. 17. Components of chimitar syndrome
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Puc. 18. KOMIOHEHTBI BPOXKICHHOTO BEHOI00apHOTO CHHPOMA
Fig. 18. Components of congenital pulmonary venolobar syndrome
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3aBHCHMOCTH OT CTETIEHH T'MITOIIa31UHU ITPABOTO JIETKOTO
JTarHocTupoBana y 63,6 % ot o01ero yucia 00JIbHBIX
B JaHHOM HCCJIEIOBAHUU.

HawubGomnee penko BcTpevaromuecs codeTanus ¢ 100a-
BOYHOH 1nadparmoii (Aymimkarypa), inapparmaibHbl-
MU I'pbIKaMH, aHOMAJIMSMU KOCTHOTO KapKaca U MATKHX
TKaHel rpyaHoil crenku [16—18] He 3apeructTpupoBaHbl
HaMH B HCCIEAYeMOM rpymie OOJIbHBIX.

Ha sranax quarHOCTMKM HU y OIHOTO peOeHKa Mmpu
nepBuuHOoM ckpuHHUHTe 110 DXO-KI' He ObLI BBISBICH
MOJIHBI KOMIUIEKC COCYAMCTBIX aHOMaJIUi CHHIpOMa
1 0COOCHHOCTEH KPOBOCHAOXKEHUS JISTKHX, OCOOCHHO
y OONBHBIX C JeleHTpaan3oBanHbiM TUIoM YAJIJIB,
KOJTaTepajbHbIM KPOBOCHAOKEHHEM MPaBOro Jier-
koro. Y 1 pebenka, no nanabiM OXO-KI, mopok Obu1
MOJTHOCTBIO MpOIyIleH. Y 3 nereil crapiieil Bo3pacT-
Hoit rpynmbl BBJIC Obut quiarHocTHpOBaH Ha OCHOBA-
HUH IPOBEPOYHON PEHTIeHOTrpaduu IpyAHOHM KIETKH Ha
JIOTOCIIUTAIBHOM 3Tare. B 11e10M peHTreHoI0rn4ecku
MOATBEP>KIeHbI MpH3HaKy mopokay 10 u3 11 nmanuenTos
uccuexyemMoii rpymisl. Ha cenektuBHOI aopTorpadun y
3 neTeil T0KHO AUArHOCTHUPOBAHA BHYTPHIIETOYHAsI CEK-
BecTpalysl, B JajJbHENIIEM He MOATBEPKICHHAs KaK Ha
MCKT-AI, tak u uaTpaonepannonso. K Hegocrarkam
JAaHHOTO METO/Ia TAKXKE CIIeyeT OTHECTH cliaboe KOHTpa-
CTHUPOBAHME MOJOCTEH M HEBO3MOXHOCTb 3allOJHEHUS
BCEl CHCTEMBI aHOMaJIbHOT'O BEHO3HOTO BO3Bpara.

Ha ocHoBaHnM NOJTy4eHHBIX KJIMHUKO-IHAarHOCTHYe-
CKHX JIAHHBIX BBISIBJICHBI 00S13aTEIbHBIE COCTABIISIOIINE
koMnoHeHTsl BBJIC, koTopbIMU SIBISIOTCS BapUAHT THU-
MOTEHE3UH MPAaBOTro JIETKOIO U YaCTUYHBIN aHOMaJIbHBIN
JPEHAX JIETOYHBIX BEH, T. €. CHHAPOM sitaraHa (puc. 17).

Bce ocranbpable koMnoneHTsl BBJIC, k koTOpBIM OT-
HOCSITCS aruia3us/Tunoriasus npasoi JIA, vactuunoe
WIH TIOJIHOE apTepuanibHOE KPOBOCHAOXKEHUE MPaBO-
IO JISTKOTO W3 OOJBIIOTr0o Kpyra KpoBooOpalieHus 6e3
CEKBECTpalllH, JIETOYHasi CEKBECTpalusi, COUETaHUE C
npyrumu BIIC, sBnsitoTCs HENMOCTOSHHBIMUA KOMIIOHEH-
TaMM MOPOKa, U BOBMOXKHBI MX Pa3jIMYHble BapUalluu
(puc. 18).
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BbiBOABI

BpoxxaeHHbII BEeHOIOOApHBIH CHHIIPOM — 3TO CIIOXK-
HBIH ¥ TOCTaTOYHO PEIKUI MTOPOK Pa3BUTHS C KOMOWHA-
Me aHOMaJIni, Kak BEHO3HOTO, TaK U apTepHaIbHOTO
JIETOYHOTO KPOBOCHAOXKEHUS, U CaMOM JIETOYHOM TKa-
HU. BBISIBUTE 0COOCHHOCTH KPOBOOOPAIIEHHS JIETKHX,
a TaKXKe Jpyrue KOMIIOHEHTHI 3TOTO MOPOKa BO3MOYKHO
Tonbko Ha ocHOBaHUT MCKT-ALT, uTo BiauseT Ha BEIOOD
aJICKBaTHBIX METOJIOB XHPYPTUIECKOTO BMEIIATEILCTRA.
CoBpemeHHBIE TOMOTpadbl ¢ MCMOIB30BAHUEM IMTaKeTa
MOCTIPOIIECCOPHOI 00paboTku, 3D-pedopmanuii, HU3-
KOJIO3HBIX TEANATPUIECKUX MPOTOKOIOB IO3BOJSIOT
JETAIBHO OIIEHUTh KapTUHY TIOPOKA JIake Y HOBOPOXK-
JCHHBIX, N30€XKaTh HE0OOOCHOBAaHHON MHBa3UBHOCTH U
M30BITOYHON 1036l HOHU3HPYIOIIETO U3TY4YEeHHUS Ha Ma-
JIEHBKOTO TTaIeHTa.
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