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OcHOBHbBIE M0JIOKEHUSA
* ATpe3us JICTOYHON apTEepHH ¢ MHTAKTHOW MEMOKETYTOYKOBOHN MEPETOPOAKON — PEIKUN TYKTYC-
3aBUCUMBII T€TePOTeHHbIN BPOXKIEHHBIN TOPOK CEP/LIA.

ATpe3usi JIErOuHON apTePUU C MHTAKTHON MEXOKEIyJ0YKOBOM MEPErOPOIKOM SBIS-
€TCsl PEIKOM U TeTePOreHHON aHOMAaJIMel Pa3BUTHUS CEpALA, OTHOCUTCS K TPYIIIe
CHUHHX IOPOKOB. AHATOMHYECKUHN M (PU3UOIOTUUECKUN CIIEKTP IMOPOKa BapHade-
JIeH C pa3jIM4YHOH CTENEeHbI0 TUIOIUIa3uu TpexcTBopuaroro kinanana (TK) u mpa-
Boro xenynouka (IDK), ot mpocroit MeMOpaHO3HOM (OPMBI C XOPOLIO PA3BUTHIM
IXK o Tsxenoit crenenu runoruiasud IDK ¢ MuokapauanbHEIME CHHYCOMIAMH 1

Pesrome MIPaBOXKEITYI0YKOBO-KOPOHAPHBIM 3aBHCUMBIM KpoBoTokoM (IDKK3K). Tpancro-
paxainpHasi 9XOKapAuorpadus SBISETCS «30J0THIM CTaHAAPTOM)» TUATHOCTHKH,
JOTIOJTHUTENbHBIE METOIbI BU3yaIN3aLuH, TAKHE KaK KOMIIBIOTEpPHAsi ToMorpadusi,
KaTeTepu3alys cepAla, MOryT ObITb HEOOXOIUMBI ISl JEeTalu3alud CTPYKTYp-
HBIX 0COOCHHOCTEH Mopoka. MBI peAcTaBiIsieM 0030p JIUTEPaTyphl, MOCBSILIEH-
HBIA MOp¢oa0ruu U (GU3NOIOrHK MPaBbIX KAMEP CepALa MPU aTPe3Uu JETOYHON
apTepUH ¢ MHTAKTHOM MEXIKEIyI0IKOBOH MEPETrOPOIKOM.
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Highlights
* Pulmonary artery atresia with intact interventricular septum is a rare congenital heart defect that
depends on the ductus.

Pulmonary artery atresia with intact interventricular septum is a rare and
heterogeneous congenital heart disease, belonging to the group of so-called “blue”
Abstract defects. The anatomical and physiological spectrum of the defect is variable with
varying degrees of tricuspid valve and right ventricular hypoplasia, from a simple
membranous form with a well-developed RV to severe pancreatic hypoplasia
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Mopddonorunueckre 0coOOCHHOCTH aTPe3UH JIETOYHOW apTepuu

with myocardial sinusoids and right ventricular-coronary dependent blood flow.
Transthoracic echocardiography is considered the “gold standard” for diagnosis,
while additional imaging techniques like computed tomography and cardiac
catheterization can be used to further characterize the structural features of this
anomaly. In this review, we present an overview of the morphology and physiology
of right-sided heart chambers in patients with pulmonary artery atresia with an

intact interventricle septum.
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Cnmcok coxkpanieHni

AJIA  — arpesus serouHoi aprepun ¢ MHTakTHOM OAIl ~ — OTKpBITHIN apTepraIbHbIN MPOTOK
UMXII  mexxemyno4uKoBOH Ieperopoakon DK — IpaBbIi JKEILYI0UEK
BOIDK — BBIXOIHOM OTIE) IPABOIO JKEIyH0uKa IDK3KK — mpaBoxenynoukoBO-3aBUCUMBIN
BIIC  — BpoXIeHHBII MOPOK cepra KOPOHapHbII KPOBOTOK
JIA — JIerO4Hasl apTepusl [MTHC — IPUCTEHOYHOE HAMPSHKEHUE CIIBUTA
JEK — JIEBBIH JKEIYN04YEK TK — TPEXCTBOPYATHIN KJalaH
MIIII - mexnpencepiaHas NeperopoiKa OxoKI' — sxokapauorpadus
BBenenne BOJUT K CHIDKeHUIo noTtoka uepe3 TK u DK, pesyns-

AHaTOMUs aTpe3uy JIETOYHOW apTepuu C WHTAKT-
HOW MeXOKeTy10ukoBoi meperoposkoit (AJIA UMXII)
BIIepBHIe ObuTa omcana B 1783 roxy John Hunter, kak
00CTPYKTUBHOE MOpaKeHUE MPABBIX OTAEJIOB Cep/la,
orpesesieMoe HaJMYMeM aTpe3UpOBAHHOIO KilaraHa
nerouHoi aprepun (JIA) U MHTAKTHOW MEXOKETy/104-
koBoil meperoponku. AJIA UMXII siBnsiercs onHuM
W3 PEOKHX BPOXKICHHBIX MOpokoB cepama (BIIC), u
3aaumaeT Menee 1% cpemm Beex BIIC u 3—5% cpennm
kputndeckux BIIC [1, 2]. Anatomuueckuii u ¢husmo-
JIOTHYECKHH CIIEKTP MOpPOKa BapuabeseH ¢ pa3aInyHON
CTCTICHPI0 THIIOIUIA3MHA TPEXCTBOPUATOTO KIIaraHa
(TK) u mpaBoro xemynouka (I1XK), ot mpoctoit mem-
OpaHo3HOH (hopMEI ¢ Xoporo pa3BuTeiM DK 10 Tshxe-
Joil crenenu runomnasuu [DK ¢ mMuokapauaibHeIMU
CHUHYCOMJIaMHU ¥ TPaBOXKETYT04YKOBO-KOPOHAPHBIM 3a-
BucuMbIM KpoBoTokoM (IDK3KK) [3].

B sTom 0030pe OyayT paccMOTpEeHbI 0COOEHHOCTH
aHaromuu U Qusuonorun AJIA UMXII, a Takxe cy-
IIECTBYIOIINE METObI BU3yaIN3alliy TIOPOKA.

Omopuogorus AJIA UMIXKII u mopgonorus
NpaBbIX 0TAEJI0B Cepana

Kusche and Van Mierop npennonoxuiu, uto AJIA
NMXII Bo3HUKaeT U3-32 0OCTPYKIIUU BBIXOTHOTO OT-
nmena IDK (BOITXK) B mo3gneit (aze sMOprOHATIHLHOTO
(3apompIIeBOTO) TIEPHOAA, A0 dTara MOTHOTO (HOpMHU-
POBaHUS MEXIKEITYI0UKOBON MIEperoponku (6 Hemens),
BO3MOKHO, M3-3a WH(PEKIIMOHHOTO WIJIM BOCIAINTEINb-
HOTO TIpOIlecca; OJHAKO TOYHasl STHOJOTHS OCTAETCs
HeU3BeCTHOM [4, 5].

Hapymenue ortoka u3 IDK npu AJIA UMXII npu-

TaTOM SIBJISIETCSl MBILIEYHAS! THUIIEPTPOGUS M TUIIOIUIA-
3us [DK, u runomnaszust TK. TIpu 5TOM BbIpak€HHOCTh
runomiazuu 10K 3aBucut ot crenenu runomiazun TK
u ypoBHsi obctpykimu BOITK. ®ubpo3noe kousbIio
TK runonnazupoBano B OonbIIMHCTBE citydaeB AJIA
UMXII. TDK 3HaunTensHO rUnepTpoUpoBaH, €ro
0JIOCTh yMeHbIIeHa B 90% ciydaeB M pe3ko THIIO-
miazupoBana B 50% cmydaeB [6]. C mpyroit cropo-
Hbl AJIA UMXII ¢ >0mTeliHOnmon00HbIM TPUKYCITH-
JAIBHBIM KJIarmaHoM (Iupokoe (GUOpPO3HOE KOJBIO C
BBIPDA)KEHHOM JUCILIA3UE€H CTBOPOK M BBIPAKEHHOU
peryprutanueit), BCTpedaercs MeHee 4eM B 5% ciy-
yaeB, xapakrepusysch aunaramnueit IDK [7]. YpoBenb
obctpykmu BOIDK Ttaxke BapmaOeneH. Bwimemnsior
KJIalTaHHyI0 (MEeMOpaHO3HYI0) aTpe3ui0 C COXPAaHCH-
HbIM TIpocBeToM BOIDXK u aTtpe3nto BCero BHIXOAHOTO
TpakTa (MbllIeyHast aTpe3us). MBIIEUHbIH TUI aTpe-
3un JIA 0OBIYHO CBSI3aH C BBIPAKCHHOM TMIIOILIA3KEH
IDK, ¢yHKIMOHMpPOBaHMEM MHMOKapAHAIbHBIX CHHY-
COHJ ¥ IPOKCUMAJILHBIMU WM YCTHEBBIMU CTEHO3aMHU
KOPOHAPHBIX apTepuii, YTO MPOTHOCTHYECKN HeOaro-
npusaTHO [8].

Mopdonoruueckas U3MEHYMBOCTh MOpPOKA 3aBU-
CHUT OT reCTAallMOHHOTO BO3pacTa, korjaa hopMupyercs
AJIA UMXII [6]. AJIA UMXII, chopmupoBaHHas
Ha paHHEW CTaluu pa3BUTHUS, IPUBOAUT K (hopMupo-
BaHMIO OoJee Tspkenou rumornasun TK u DK, mep-
CHUCTHUPOBAHHIO MUOKapJIHaJbHBIX CHHYycOHA. Taxxke
cepus HaOIIOJICHUH MOKa3ana, YTO YToJl OTXOKICHUS
apTepuaIbHOrO MPOTOKA OT aOPThl KOPPEITUPYET CO
BPEMEHEM Pa3BUTHUS NOPOKa [5]. Y HOBOPOKIEHHBIX C
AJIA UMXXII u BoipaxkenHoi runoriazueit TK u IDK
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apTepuaiIbHBIA MPOTOK OTXOAUT OT JYTM aOPTHI MOJ
OCTpPBIM YIJIOM. [l cpaBHEHHs, HOBOPOXK/IEHHBIE C
AJIA UMXII n xopomo passuteiM TK u DK, ume-
10T NPUONMKEHHbIH K HOPMaJbHOW aHAaTOMHMM apTe-
pHUANBbHBINA TPOTOK, OTXOASAIIMNA OT AOPTHI IO TYIBIM
yrioMm. [lockonbky BHYTPHUYTPOOHO apTepuabHBIHN
MPOTOK 00ecreunBaeT aJIeKBaTHBIHN JIETOUHBIA KPOBO-
TOK, cTBOJ JIA UM ee BETBM MUMEIOT HOPMAJIbHBIN Jua-
MmeTp. Takke ObLIO BBICKa3aHO MPEANOJIOKEHHE, YTO
AJIA UMXII MOXEeT BO3HUKHYTbH IMOCJIE CENTaLUU
cepaua, 4ro OOBSICHSIET HOPMaJbHBIN pa3Mep MpOK-
CUMaJbHOW YacTH OCHOBHOH JIA B OonpmMHCTBE
CITy4aes.

MuoxkapauajJbHble CHHYCOMABI H TPaBOXKeTy-
A0YKOBO-32aBHCHMBbIil KOPOHAPHBIN KPOBOTOK

JlmarensHas meperpys3ka derampaoro DK 6e3 Ha-
mu4ans oTToka B JIA 9yacTo mpHBOIUT K COXpPaHEHHIO
SMOPHOHATILHOTO CTPOCHUSI KOPOHAPHBIX COCY/OB. B
nporecce BHYTPUYTPOOHOTO Pa3BUTHSl TEPBHYHBIC
KOpPOHapHBIE cOCyAbl (POPMHUPYIOTCS U3 SMUTEIU3HUPY-
IOLINXCS MEXKTPAOEKyIIPHBIX IPOCTPAHCTB (CHHYCO-
U/I0B) — 3TO AUCTAJIbHOE PYCJIO M OYaroB aHTHOTICHe-
3a in situ — 3TO NpOKCUMabHOE pycio. B mpoiiecce
HOPMaJBHOTO ()OPMHPOBAHHS CBSI3b MEKTPAOCKYJISIp-
HBIX MPOCTPAHCTB C MOJIOCTBIO JKENyA04Ka TepsieTcs,
MIPOKCUMAJIBHBIE W TUCTAJIBHBIE OT/ENIBI KOPOHAPHBIX
apTepuil (GOPMUPYIOT aHACTOMO3bI M 3aTE€M COCAMHS-
FOTCSI C COOTBETCTBYIOLIMM BBICTYIIOM HA KOPHE a0PTHI,
(hopmupys KOpoHapHBIE apTepud. Bricokoe jaBieHue
B [I)K nmomnep:xuBaeT cBsi3b MEKTPAOEKYISIPHBIX MPO-
ctpaHcTB ¢ nosocthio DK — uepe3 HuX mpoucxoaur
yacTuuHOe aApeHupoBanue IDK B snukapauanbHble
KOpOHapHbIE apTepuu. Taxke B pe3ysbrare BBICOKO-
IO JIaBJICHUs Pa3BUBACTCS T'MIEPIUIA3US MHTHMBI KO-
poHapHbBIX aprepuil. CHHYCOH[BI, KOTOPHIE SBISIOT-
Csl PacIIMPEHHBIMH (EeTaTbHBIMH KOMMYHHKAIIUSIMH
Mmexy 110K u kopoHapHBIMM apTepUsIMH, TPUCYTCTBY-
toT y 6onbmmacTBa ereit ¢ AJIA UMXII [9]. Cnektp
AHOMAJIUH KOPOHAPHBIX apTEepHUMl IIHUPOKUN — OT €Iu-
HUYHBIX MHOKAPAUAIBHBIX CHHYCOMJ O aTpe3uu
YCThsI/yCThEB OJHOM MM 00EMX KOPOHAPHBIX apTepuu
xorga mMuokapa [IDK kpoBocHaGkaeTcst U3 MOJOCTH
TDK BeHO3HO KpOBBIO M 3Ta MUPKYJIALUSA 3aBUCUT OT
naenenus B IDK — rak naszsiBaerca IDK3KK — npu Ta-
KOM BapuaHTe (OPMHPOBATH MPSAMOHN MOTOK B JIA dye-
pe3 KiarnaH NPOTHBOIOKA3aHO TaK KaK JEKOMIIPECCHUS
IDK npuBenet kK ocTpoil MIIEMUH MUOKapa.

MpuokapavaiabHble CHHYCOWIBI BCTpEYaloTCs Y
35-70% nauuentoB ¢ AJIA MIXKII, B To Bpems kak
ITDK3KK npucyrersyet y 9-34%.

HHTEpecHO YTO TSDKENble KOPOHAPHBIE aHOMAJUH
accouunpoBanbl ¢ MasibiMu pazmepamu [DK u TK mbI-
IIEYHBIM BUAOM arpe3uu JIA.

OnucaHbl YeThlpe THUMA MHOKAPAHWAIBHBIX CHHY-
COMJI, aHaTOMHYECKHE BapHaHThl KOTOPBIX CIEIYET
OLIEHMBATh MPH IUIAHWPOBAHUHN XUPYPIHUECKOTO BME-

I1aTEeJIbCTBA, 0COOEHHO €CJIN PacCMaTpPUBAETCS IEKOM-
npeccust [1DK (puc. 1).

IlepBBIii THI — KOPOHAPO-IPABOKEITYIOUKOBBIE
(bUCTYIBI, C COXpaHEHHBIM aHTETPATHBIM TTOTOKOM IO
KOpOHApHOMY pyciy, 0e3 CTeHO3a KOpPOHAPHBIX apTe-
puit (puc. 14). Ilpu TakoM aHaTOMHYECKOM BapHaHTE
B cucrony rnepdy3uss MUOKapia OCYIIECTBISIETCS 3a
cuet notoka u3 [1DK uepe3 cunycouasl B KOpoHapHOE
pycio, B IMAcTOJIy HalpaBlIeHHE KPOBOTOKA MEHSET-
Csl, 9TO B CIIydae KPYIHBIX (PHCTYT MOXKET PUBECTH K
00KpampIBaHUIO KOopoHapHOTO KpoBoToka IIDK m steal
cuHApoMy. B manHOM cirydae BO3MOXXHO pacCMOTPETh
nexommpeccuto [DK.

Bropoii Tun BkiIroyaetr B ceOsi CHHYCOUIBI C ITPOK-
CHUMAaJIBHBIM WJIM JUCTAJIBHBIM CTEHO30M KOPOHAPHOU
aprepuu (puc. 15). B 3aBHCUMOCTH OT pacrojIOKeHUs
CTeHO3a OTHOCHTEIHHO MHOKAPANATBHBIX CHHYCOWT
MperMyIIecTBeHHas nepdy3uss MUOKapAa B CHCTOIY
MPOUCXONUT JC30KCUTCHUPOBAHHONW KpoBbio u3 I1K
¢ oOKpaJbIBaHHEM KOpoHapHOro kpoBoToka [DK wmm
HILIEMUEH.

CreHO3bl KOPOHAPHBIX apTepuil 00pa3yloTcs B pe-
3yabpTaTe THUMEPIUTa3ud UHTAMBI U MEINH, C TIOCTIeNy-
IOIUM pa3BUTHEM (PrOpO3a 1 OOTUTEpaIK TPOCBETA
(puc. 2) [11].

Kpome Toro, nmpucreHouHOe HampsiKEHUE CIBUTa
(ITHC) creHKH KOpOHApHOW apTepuu U TYpOYyJIeHT-
HOCTh KOPOHAPHOTO KPOBOTOKA PSJIOM C MHOKap.IH-
ATBHBIMI CHHYCOWJIaMH MOTYT WTPaTh BAXKHYIO ITH-
OJIOTHYECKYIO POJIb B PAa3BUTHU CTEHO3a KOPOHAPHBIX
aprepuii (puc. 3).

ITHC — 3T0 TaHreHuumangbHas cuiia, ACHCTBYIOIIAs
Ha IOBEPXHOCTb JHJIOTENMS, KOTOpas BO3HUKAET B
pe3ynbrare TpeHus Tekyuei kposu [12]. Jlannas Be-
JTUYIUHA TPOTOPIIMOHANIEHA TPAaTueHTy ckopocTH (dv/
dy) okoJi0 cTeHKH cocyna (SHAOTENHS), T.€. HACKOIb-
KO OBICTPO YBEIMYMBAETCA CKOPOCTh KPOBOTOKA MpHU
MepeMEIIEHUN U3 TOYKH Ha JHAOTEIHH B CMEXKHYIO
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Pucynok 1. MuokapianbHble CHHYCOHBI Y HOBOPOXKIEHHOTO
¢ AJIA UMXII. 4 — I tum (6e3 cTeH03a KOpOHAPHBIX apTEpPHi);
B — 11 tun (mpoKcHManbHBIE U JUCTAIBHBIC CTEHO3BI KOPOHAP-
HbIX aprepuit); C — Il Tun (OKKIIO3UsI MPOKCUMAIbHOTO Cer-
MeHTa KopoHapHO# aprepun) [10]

Ilpumeuanue: Ao — aopma; I[IKA — npasas KkopoHapHas
apmepusi; [DK — npaguiil sicenyoouex.

Figure 1. Myocardial sinusoids in a newborn with PA/IVS. 4 —
type I (without coronary artery stenosis); B — type II (proximal
and distal coronary artery stenosis); C — type III (occlusion of
the proximal segment of the coronary artery) [10]

Note: Ao — aorta;, RCA — right coronary artery; RV — right
ventricle.
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TOYKY B TEPICHIUKYISIPHOM HAIPABJICHUH, OT JHJIO-
Tenus K HeHTpy cocyna [12, 13]. Orcrona cienyer, 4to
Huszkue 3HadueHus: [THC cBsi3aHbI ¢ HU3KUMU JIOKAJIb-
HBIMH CKOPOCTSIMH H, CII€JOBaTelIbHO, C OOJBIINM
BpeMeHeM TpeOBIBaHUs KPOBU B KOHTAKTE C DHJIOTE-
nueM. Takum o6pazom [THC ompenemnsiercst Kak mpo-
U3BEACHUE BSI3KOCTU KPOBU (1) ¥ paguaibHOTO Tpa-
nueHTa ckopoctr KpoBu (dv/dy) Ha TOBEpXHOCTH JH-
JIOTEJINS U BBIpAXKACTCs B eIMHUIAX TuH/cM? (puc. 3).
B psinme ucciienoBanuii OBIIIO MPOIEMOHCTPUPOBAHO,
yTto HU3K0e 3HadeHne [THC cBs3aHO ¢ MOBBIIIEHHBIM
KOJIMYE€CTBOM MOJICKYJSIPDHBIX, KJIIETOUHBIX M COCYIIH-
CTBIX (JAKTOPOB, OTBETCTBEHHBIX 3a MPOJHdepaIuio
WHTUMBI ¥ MEJIUU C MOCICAYIONUM (UOPO3HBIM U3-
MEHECHHUEM.

Tperuii THI BKIIIOYaeT B ce0s1 CHHYCOUJIBI C ITPOK-
CUMAJIbHOM OKKJIIO3UEH KOPOHApPHOW apTepuu, 4YTO

Pucynok 2. 4 — BeIpaKCHHBIH CTEHO3 MPOCBETA MPOKCHMAIb-
HOTO CErMEHTa HepeiHel HHUCXOIIEeH KOPOHApHOW apTepuu
[remaroxcmmna-203uH (H&E), ncxonnoe ysemmuenue x20]; B
— TUIEPIIa3usd HHTUMBI U MU, UMMyHHOTHcToXuMus (CD31
(PECAM-1) — monekyna aare3uy dHAOTEIHATIBHBIX KIETOK M
TPOMOOIIUTOB B SHAOTENNH cocynoB, B "X ucmons3yercst kak
MapKep Uil OKpaLIuBaHKS SHIOTEINHs COCYA0B B THCTOJIOTHYE-
CKHUX Cpe3ax TKaHeH), OpUrHHaIbHOE yBenndenue X 20)

Figure 2. A — pronounced stenosis of the lumen of the
proximal segment of the anterior descending coronary artery
[hematoxylin-eosin (H&E), initial magnification x20]; B —
hyperplasia of intima and media, immunohistochemistry (CD31
(PECAM-1) is an adhesion molecule of endothelial cells and
platelets in the vascular endothelium, used in IHC as marker for
staining vascular endothelium in histological tissue sections),
original magnification x 20)

" Pucynoxk 3. [IpucteHouHOE Hampsixe-
HHE C/IBHT'a

Ilpumeuanue: v —  ckopocmo
KPOBOMOKA, Y — 8b1COMA OM SHOOMENUSL,
IIHC — npucmenounoe nanpsicenue
cosuea;

Figure 3. Wall shear stress

Note: v is the blood flow velocity, y is the height from the
endothelium; WSS — wall shear stress.

OHpoTenuanbHbie knetku
]
]
=]

TeHka cocyaa

Pucynok 4. CxemaruuHbie n3odpaxe-
Hus DK y manuenra ¢ IDK3KK. ITyn-
KTHPHBIE JTMHUN yKa3bIBAIOT Ha OKKITIO-
3110 KOPOHAPHBIX apTEePHI
Ilpumeuanue:  JIKA -  Jesas
Koponapnas apmepus; [DK — npagbviil
gircenyoouex; [1KA — npasas koponaphas
apmepus.

Figure 4. Schematic images of the pancreas in a patient with
pancreatic cancer. Dotted lines indicate occlusion of the coronary
arteries

Note: LCA — left coronary artery; RCA — right coronary artery;
RV — right ventricle.

npuBoauT K obs3arensHoMy [DK3KK n3onuposannoro
Muokapaa (puc. 4).

YerBeprasi u camas Tshkenas (opma C IOJTHOH
aTpe3uel yCThs MPaBoOil WK JIEBOM KOPOHAPHOU apTe-
puH, B pe3yjbTaTe 4ero BeCh KOPOHAPHBIH KPOBOTOK
3aucurt ot I1K (puc. 5) [14].

IIpu momuom ITDK3KK ¢ oTcyTcTBHEM a0pTOKOPO-
HapHBIX COETMHEHUI BEPOATHOCTD KOJUIaTepaIn3aliu
orcyrcTByeT. Ota popma AJIA MMXII B ntore Bcerna
IIPUBOJUT K JICTAJILHOMY UCXOAY, U €AMHCTBEHHBIM Ba-
PHAHTOM JIEUEHUs SBJISIETCS PAaHHSS TPaHCIUIAHTALUs
cepaua.

IMarodusuosorus

«Harusnas» ¢usnonorust AJIA UMXKII noxoxka
Ha J100yI0 Apyryto (GopMy eIUHCTBEHHOTO KEy04Ka
C IYKTYC-3aBUCHUMBIM JICTOYHBIM KPOBOTOKOM (pHC. 6).
CucremHasi BEHO3Hasl KPOBb, BO3BPALLAIOLIASCS B CEPI-
Lie, OCTYIaeT B IIpaBoe npezcepaue, a 3areM B [DK, Ho
n3-3a arpe3ud knanana JIA xposs u3 I1K Bo3Bparaer-
cs1 00paTHO B TPaBoOE MpeICepANe Yepe3 HECOCTOATEIb-
we1ii TK. 3areM cucTeMHBIN BEHO3HBIN BO3BpAT IOTAIa-
€T B JIEBOE TIpEICEpIre Uepe3 OBAILHOE OKHO/Me(heKT,
Il CMEIIUBACTCS C JICTOUHBIM BEHO3HBIM BO3BPATOM,
YTO TPHUBOIUT K Ieperpyske JieBoro xemynouka (JDK),
a TakXKe CMEIIaHHOH caTypalyu B CHCTEMHOM pyclie U
KOpPOHApHBIX apTepusx. Eciau mpucyTcTBYIOT MHOKAp-
nuanbHble cuHyconbl IDK nipu coctositensnoM TK, Be-
HO3HAasi KPOBb BBIOPACHIBAETCSI B CUCTEMY KOPOHAPHBIX
aprepuid Bo Bpems cuctonbl [DK. Tlocnenyrommii ne-
TOYHBIN KpOBOTOK onpenensercs pasmepom OAII [15].

Pucynox 5. Oxkiro3ust ycThsl IpaBoit

/ KOpOHApHOW apTepun
o so [ A Ilpumeuanue: Ao — aopma; JIKA —
N\ nesas koponapuas apmepus, DK —
npasvlil dicenyoouex;, IIKA — npasas

DK KOPOHAPHASL apmepus.
Figure 5. Obstruction of the right

coronary artery (RCA)
Note: Ao — aorta; LCA — left coronary
artery; RCA — right coronary artery;,

RV — right ventricle.

Pucynok 6. CxemaTtn4yHOE NpPEACTAB-
JICHHE KPOBOTOKA Y HOBOPOXKJICHHBIX C
AJIA UMXII. O06s3arensHOe IIyHTH-
pOBaHKE KPOBH CIIpaBa HAJICBO HAa YPOB-
He npencepauit uepe3 OO0/ nedexkr. Jle-
A TOYHBIH KPOBOTOK 3aBUCHUT OT (DyHKIIU-
OHUPOBAHUS APTEPHATIBLHOIO IPOTOKA.
YepHble CTPEIKN — BEHO3HAs! KPOBb; OEIIble CTPENIKH — apTepH-
aJIbHAasi KPOBb; CTPEIIKU C IIyHKTUPOM — CMEIIaHHas KpoBb [15]
Ilpumeuanue: JIA — necounaa apmepus;, OAIl — omrpvimuolii
apmepuanvhwitl npomok; OO0 — omkpvimoe 06anbHoe OKHO.
Figure 6. A schematic representation of blood flow in newborns
with PA/IVS, showing mandatory bypass of blood from the
right to the left at the atrial level via the PFO /defect, with
pulmonary blood flow dependent on the functionality of the
ductus arteriosus. (Black arrows indicate venous blood, white
arrows indicate arterial blood, and dotted arrows indicate mixed
blood) [15]
Note: PA — pulmonary artery; OAD — open arterial duct; OOW
— open oval window.
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Knunnyeckasi kapTuHa

BuyTpuyTpoOHas reMonMHaMyKa 3aBUCHT OT aHa-
TOMUYECKOT0 BapHaHTa Mmopoka. Tak cocTosHuE mioja
npu AJIA UMXII ¢ oTHOCUTENBHO COCTOSTEIbHBIM
TK 1 oTCyTCTBUU APYyruX aHOMAJIUN Pa3BUTHUS, CTPa-
JaeT Majo. BelpaxkeHHast TpUKyCIIuAadbHasl perypru-
Talusi MOKET HMPUBOIAUTH K PA3BUTUIO TSDKEIOH cep-
JICYHON HEIOCTAaTOYHOCTH, B TAKOM CIlydae PUCK BHY-
TpUYTPOOHOH rubenu KpaiiHe BBICOKMI BCJIENCTBHE
HU3KOTO CUCTEMHOTIO JIaBJIE€HUS, TSHKEION THITOIUIAa3UU
u Hepocrarounoctu IDK.

[Ipu oTHOCHTENBbHO HOpMalibHBIX pazmepax TK u
TDK netn poskaaroTcsi co CTaOMILHOM TeMOTUHAMIKOM.

Ilocne poxaeHust apTepHalIbHBIA MPOTOK OCTaeT-
Csl €MHCTBEHHBIM HCTOYHHUKOM JIETOYHOTO KPOBOTO-
ka. Knuanueckumu nposienenusmu AJIA MMXKII y
HOBOPOX/ICHHBIX SBJSIFOTCS CHIDKEHHE CaTypaluH H
LUAaHO3, porpeccupyrouue no Mepe 3akpoitus OATL
Penxo BeTpedaeTcst KIIMHUKA HU3KOIO CEPAECUHOTIO BbI-
Opoca co cHIKeHHeM nepudepudecKoi nepPy3un 4to
MO3BOJISIET 3aM0/I03pPUTh B MEPBYIO OUEPEIh UIIEMHUIO
MHOKap/a 32 CYET BBIPAKEHHBIX KOPOHAPHBIX (HUCTYI
i [DK3KK wnm, peaxo, 3a cueT pecTpUKTUBHOTO
MEXITPEICEPIHOTO COOOIIICHHUS.

[IprunHaMu 1€TaIbHOI0 UCXO/A SIBJISIIOTCS THIIOK-
cemuueckuii kpu3 mocie 3akpeitus OAIl u, kak cien-
CTBHUE, TSKEJIBIN IIMaH03, alliI03 U OCTpasi cepieyuHas
HEJ0CTAaTOYHOCTh 3@ CUET BBIPAXKEHHON TMIIOKCEMHUHU
W/WIKM WIIEMUU MHOKapnaa. B peakux ciydasx Bo3-
MOXHa Ooyiee IJINTeNbHAsl BBDKHBAEMOCTH ITAaLMEH-
TOB ¢ HeomepupoBanHbIM BIIC, omHako mis 3TOTO
TpedyeTcs coxpaHeHue nmoctossHaoro quamerpa OAIL
B npesaenax 3—3,5 MM WM a/leKBaTHBIN KoJulaTepalib-
HBIM KpoBOTOK OT aopThl K JIA. be3 coorBeTcTBYy!O-
IIET0 aHECTE3HOIIOTHYECKOTO OCOOUST H/UITN XUPYP-
THYECKOTO JIEYCHHs B HEOHAaTallbHOM nepuone y 50%
HAIMEHTOB CMEPTh HACTYNAeT B TEUEHHUE HEPBBIX 2
HeJIeNb Xu3HU [16].

JAunarnoctuka

[IpenaranbHass AWMAarHOCTHKA TO3BOJSET OMpere-
JSATh TIPOTHO3 JUIA peOeHKa, TUIAaHWPOBaTh POAOpa3-
peleHne W paHHEe OIepaTHBHOE JIEYEHHE HOBOPO-
)kaeHHpix ¢ AJIA MMXKII B cnernumanu3upoBaHHBIX
LEHTpax, Ha4aTh PaHHIO MHQY3HIO MPpOCTArIaHAnHA
E1 (PGE1) cpasy xe nocie poxxaeHusi peOeHka, uyTo-
on1 mognmepxkuBaTh OAIl B KkauecTBe «CTaOMIBLHOTO
MCTOYHUKA) JIETOYHOTO KPOBOTOKA /IO XUPYPrHUECKON
KOPPEKIIMA WA TAJUTHATUBHOTO SHAOBACKYISIPHOTO
JIeYeHUs B IEPBbIE HECKOJIBKO JHEH KM3HU. B HelaBHO
OIyOJIMKOBAaHHOM HCCIICIOBAHUU OOIIMI TOKa3aTesb
BeLBiieMocT AJIA UMXII B npenaransHOM nepu-
ofe ¢ npuMeHeHneM sxokapauorpaduu (3xoKI') co-
crasun 100% [17]. [Ipenaranbuas auarnoctuka AJIA
NMXII nomxHa OCyHIECTBISITBCSA MO CTaHJIAPTHOMY
MIPOTOKOIY, BKJITIOYAIOIIEMY B ce0sl YeThIPEXKaMEpHYIO
MO3UIIMIO, UCCIIEIOBAHNE BBIXOJHBIX TPAKTOB IPABOTO

u JDK, KOpoTKyI0 OCh Ha YPOBHE JKEIIyJOUYKOB CEp/Iia,
TPEXCOCYANUCTBIN Cpe3, MPOEKIUI0 JUITMHHON OCH AYyTH
AOPThI U apTEPUATILHOTO MPOTOKA.

[Ipu uccienoBaHUM OTMEYaeTCs YMEHbBIIIEHUE a0-
COJIFOTHBIX M OTHOCUTEIBHBIX pazmepoB I DK, yacTo ko-
potkwuit mapoobpasusiii [DK (puc. 74). Takxe onpene-
JACTCA YMCHBUICHHUE a6COJIIOTHI)IX 1 OTHOCUTCIIbHBIX
pa3MepoB TPUKYCHOUAAIBLHOTO KJamaHa, YBEIWYCHHUE
MIPaBOro IMpeacepausi, KOPPEIUPYIOLIEE CO CTENEHBIO
TPUKYCIUAAIBHON peryprutanun. [Ipu ckanupoBaHuu
BOIDX ompenensieTcss OTCyTCTBHE MPSIMOTO ITOTOKA
yepes kianaf JIA. Muorna B Tonme crenku [1DK Buzy-
ANMM3UPYIOTCS HU3KOCKOPOCTHBIE TIOTOKM KOPOHAPHBIX
¢ducryn (puc. 7B).

[locTHaranpHast NUATHOCTHKA BKIIOYAeT B ce0A
IIUPOKUH CIEKTP METONOB HccienoBanusi. OCHOBHBIM
METOZIOM CKpUHHUHTA U YIITyOJIeHHON THarHOCTHKH I10-
poxa siBisieTcst OxoKI.

Ixoxapauorpadusi

IIpu nmpoenennn OxoKI' y HOBOpOXKIEHHBIX MpPH
noo3pennu Ha AJIA UMIKII ocoboe BHUMaHME cie-
IyeT OTeHUTH [19]:

* Anarommio JIA u BOIDK: nmoarBepkmenue au-
arnoza AJIA UMXII, tun arpe3un: MeMOpaHO3HBIH
WM MbIIIeYHbIH. Pa3Mepsl cTBona u Betsei JIA

* Cocrosiaue IDK: Hanuyue npUTOYHOrO, OTTOYHO-
ro, u Tpabekymsipaoro oraenos DK, pasmep u cokpa-
tumocTts [DK

» CocrosiHE TPUKYCITUIAIBHOTO KiTarmana (Z-score
(puOpo3HOro KOJIbIAa, MOP(OJIOrHI0 CTBOPOK, BbIpa-
KEHHOCTb perypruTamun)

 Hampagienue u BesimunHa cOpoca KpOBH Ha yPOB-
He MexXIpeacepaHon neperopoaku (MIIIT)

* VIMeroTca M aHOMAJIMU Pa3BUTHS KOPOHAPHBIX
aprepuit

* [IpoxoanMocTh 1 pa3mep apTepuanbHOTO IPOTOKa

* Ouenka pa3mepoB u cokparumocti JIK, mopdo-

Pucynok 7. UetbipexkamepHas NO3ULUS: A — BU3YaIU3UPYIOTCS
MaJIblil OTHOCHUTEIIbHBIN 1 a0COIIOTHBIN pa3Mep IPaBoro JKeiy-
JI0YKa, YBEJIMYCHHUE MOJIOCTH PABOTO MIPEICEepAns; B — B ToIIE
MPABOTO JKEITY/I0/104Ka BU3YaTU3UPYIOTCS MOTOKH KOPOHAPHBIX
¢ucryn [18]

Ilpumeuanue: JDK—nesviii ocenydouex, JIII—nesoe npedcepoue;
IDK — npaswiii orcenyoouex; 111 — npasoe npedcepoue.

Figure 7. Four-chamber position: 4 — the small relative and
absolute size of the right ventricle, an increase in the cavity of
the right atrium are visualized; B — flows of coronary fistulas are
visualized in the thickness of the right ventricle

Note: LA — left atrium; LV — left ventricle; RA — right atrium;
RV — right ventricle.
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JIOTUM MUTPAJIBHOTO KJIallaHa, aHATOMHH CHCTEMHO-
TO ¥ JICTOYHOTO BEHO3HOTO BO3BpAaTa, aHATOMHH JTYTH
A0PTHI

* BOITXK u JIA.

Brixognoii Tpakr IDK MOXHO OLIEHMTH BO BCEX
TUTOCKOCTSX, HO JIy4YIlle BCErO OH BH3YyaJIM3MPYETCS B
CyOKOCTaJ hbHOH M IMapacTepHAIbHOW MO3UIHAX, IO
KopoTkori ocu. OmpenensieTcs OTCYTCTBHE IMPSMOTO
notoka B JIA, perporpaaHoe 3amonHeHune cTBoia JIA
gepe3 OAII (puc 8B).

Tun arpesmm JIA (MeMOpPaHO3HBIH WM MBITICY-
HBII) MOXKHO OTIPE/ICTUTh B MapacTepHAIBHOHN MO3U-
WY TI0 KOPOTKOU U JJIMHHOM ocH (puc. 84).

OrneHnBarOTCS TaKke pazmMepsbl GUOPO3HOTO KOJb-
11a, CTBOJa M BeTBel JIA, Haguume runepTpouu Mu-
okapna BOIDK (puc. 9). BerBu JIA 00b4HO XOpOILIO
Pa3BUTHI BU3YATH3UPYIOTCS B MMApACTEPHAIBHOMN MO3H-
[IUU 110 KOPOTKOM OCH.

a W 6

Pucynok 8. OxoKI" HoBopoxaenHoro ¢ AJIA MMXKII, napac-
TepHallbHasl MO3MIMS, KOPOTKasi 0Ch: A — dXOKapauorpadude-
CKOe HM300paykeHHe IMpPEeIoaaracT MeMOPAHO3HYIO JIErOYHYIO
arpesuto; B — pexxume LIJIK, Busyanuszupyercst OTCyTCTBUE IIpsi-
MOro 1moTtoka B JIA, peTporpaaHoe 3aloiHEeHHe CTBOJIA JIerod-
Holi apTepuu uepe3 OAIL

Ilpumeuanue: JIA — necounass apmepus;, IDK — npasvlii
JHCceny0oyex.

Figure 8. Echo of a newborn with PA/IVS, parasternal
position, short axis: 4 — the echocardiographic image suggests
membranous pulmonary atresia; B — The absence of direct flow
into the PA, retrograde filling of the trunk of the pulmonary
artery through the PDA is visualized

Note: PA — pulmonary artery; RV — right ventricle.

Length
Length
' Length

0,798 cm
0,666 cm
0,578 cm

BOMK cTeHka BOMMH

Pucynok 9. I[TapactepHanbHast MO3UNHKS, KOPOTKast 0ck. OmeH-
Ka pa3MepOB BBIXOHOTO OT/IENIA PABOTo JKEeIyA0uKa U KilarnaHa
JIETOYHOM apTepun

Ilpumeuanue: BOIDK — vixoonoii omoen npagoeo diceny0ouxa.
Figure 9. Parasternal position, short axis. Assessment of the size
of the outlet section of the right ventricle and the pulmonary
artery valve

Note: RVOT — right ventricular outflow tract.

LIpaswiii osrcenyoouex

Mopdonoruueckne xapakrepuctuku [DK tpebyror
JeranbHOM oneHku Bo Bpemsi DxoKI. Kak mpasuro,
pasmep IDK npamo npomopunonanen pasmepy TK.
B crpykrypHo HopMansHOM cepaue IDK Tpexmap-
TUTHBIN, COCTOSIIIIMA W3 TPUTOYHOH, TPaOEKyIIpHOM
u nHQYHAUOYNspHON uacth. Busyamusmposare [1K
MOJKHO M3 allMKaJIbHOTO JTOCTyIa B UEThIPEXKAMEPHOM
CEUEHHUH MJIN U3 cyOKocTambHOro noctymna. OueHuBa-
ercs pazmep IDK ¢ pacuerom Z score: ajinHa IPUTOKA,
JUIMHA OTTOKA, IUIOMAAb U BBIPAXKEHHOCTh TMIIEPTPO-
¢un IDK. Taske mpoBOANTCS OLIEHKA COKPATUTEIbHOM
cnocobnoctu IDK. Ouenka crpykrypsr 1K, kpaii-
HE BaXHa, TaK KaK OHa KOPPEIHPYyeT C MPOTHO30M H
BBIKHMBaeMOCTbI0. HanpruMep, eciau npaBelid KeymnoK
SIBJIIETCS] TPEXKOMIIOHEHTHBIM, C YMEPEHHOH T'MITOTIa-
3uell HOBOPOXK/IEHHBIE MOTYT IOWTH MO MyTH OUBEH-
TPHUKYIAPHON KOPPEKIUH MOPOKa, MPH YCIOBHH, YTO
BCE OCTajJbHbIC MOP(HOJIOrMYECKHE XapaKTEPHUCTUKU
HE MPEMSATCTBYIOT OMBEHTPUKYJSIPHON Koppekuuu. C
JIpyTOi CTOPOHBI, Pe3Kask FMIOIUIA3Hsl C BBIPAXKEHHBIM
CHUHYCOMJIAJTbHBIM KPOBOTOKOM KOpPpENUpyeT ¢ IUIO-
XuM Tporao3oM (puc. 104, B).

Tpexcmeopuamvlil Kianau

Ouenka anaromuu TK nMeer pelaroiee 3Ha4CHUE
JUIsl TAHHOM KOTOPTHI MAIIMEHTOB, TaK KAaK pa3Mephl
IDK TtecHo xoppenupyror ¢ auamerpom koibua TK,
YTO BIHUSET HA TUI XUPYPrudecKoi Koppekiuu. OmeH-
ka TK momxkHa BKITIO9aTh pasmep konbia TK, mopdo-
JIOTHUIO CTBOPOK M COCTOATEIBHOCTH KiamaHa. M3me-
pEHUE ClEeNyeT BLINOJIHATh U3 alUKAJIbHON MO3UIUU
B UETHIPEXKAMEPHOM CEUCHHUH WA U3 MapacTepHalb-
HOT'0 JJOCTyTa 10 JJIMHHOW ocu. Pe3ynbrar nusmepenus
BbIpaXxaroT B Bujie Z score. {151 OLlEHKU CTENEeHU T-
’)KecTu HenocTaTouyHOCTU TK BBIITOIHSIOT IIBETHOE J10-
IJIepPOBCKOe KapTupoBanue (puc. 114, B).

Mesicnpeoceponas nepeeopooxa

Hosopoxnennsie ¢ AJIA UMXII remoannammye-
CKH 3aBHUCST OT 003aTeIbHOTO NIYHTHPOBAHUSA KPOBU
cripaBa HajeBo Ha ypoBHe MIIII mis nmonnepxkanus

Pucynok 10. AnukanbHas 4-kamepHas MO3MLHUS Y HOBOPO-
xzaeHHoro ¢ AJIA UMIKII: 4 — BelpakeHHas TMIIOIIA3Us MO-
JIOCTH PABOTO HKEIyA0YKa, (YyHKIHOHUPYET TOJIBKO IPUTOY-
HBIM OTHEN; B — mpaBblil XKEIyIoueK HOPMAJIbHBIX Pa3MeEpOB,
TPEXMapTUTHBII

Figure 10. Apical 4-chamber position in a newborn with PA/
IVS: 4 — severe hypoplasia of the right ventricular cavity, only
the supply side is functioning; B — the right ventricle of normal
size, three-partite
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CEpACYHOro BhIOpOCca M cuUcTeMHOH nepdys3un. Hau-
Oosiee MH(POPMATUBHBIM JJIsl McCleqOBaHuS cOpoca
Ha ypoBHe MIIIT u ero m3mepeHus: gBisieTcsi CyOKo-
cTaibHast Mo3uLus Jaryuka. TypOyleHTHOCTh TTOTOKa
cOpacbiBaeMOi KpPOBM IpPHU LBETHOM JOIIEPOBCKOM
KapTUPOBAaHUH, CTOMKOE OTKIOHEHUE MEXKITPEICepIH-
BJICBO CBUJETEILCTBYET O PECTPHUKTUBHOM XapakTepe
OTKpBITOTO OBajibHOTO OKHa/nedexra MIIIT (puc. 124,
B). HeoOxoanMo u3MepsTh MaKCUMaJIbHYIO U Cpel-
HIOIO CKOPOCTh KPOBOTOKA, TPaJHEHT AaBJICHUS Ha
YPOBHE MEKITPEICEPIHOrO COOOIIeHUs Oojiee 6 MM PT
CT, TIOJITBEKAAET PECTPHUKTUBHOCTH MEKIIPEACEPTHOTO
cooO11eHus.

Koponapuvie apmepuu

C nomomibio DxoKI™ MOXKHO OTIpeAenuTh aHATOMUIO
MPOKCUMAJIBHBIX CETMEHTOB KOPOHApHBIX apTepuil U
HaJIMYMe MHUOKapAHalbHBIX CUHYCOMJ, CO CTaHIapT-
HBIMHU MMAPACTEPHAIBHBIMU MO3ULUSAMHU 10 KOPOTKOW U
JTUTMHHOU ocu. Bo n30ekanne ncKaXeHus BO BPEMS BU-
3yaim3aiuu He0OX0MMMO CHU3UTH mpeaen HaiikBucra
10 0,2-0,4% m/c u 1eTIeHanpaBIeHHO BBIBOAUTH KPO-
BOTOK Mexay nojoctsto IDK u ero muokapnom. JIBy-

Pucynox 11. DxoKI. AnmukanbHas 4-kamepHas HO3UIUS Yy
HoBOpoxkaeHHOro ¢ AJIAUMIKII: 4 — pacmupeHHOe IpaBoe
MIpe/ICep e C THIOIIIa3ueH TPEXCTBOPIATOTO KIIaaHa i PaBo-
o JKelyJl0uKka; B — 1BeTHas Aommuieporpadust 1eMOHCTPUPYET
BBEIPAXXEHHYIO TPHKYCIHJAIbHYIO PETyPrUTalUI0

Figure 11. Echo. Apical 4-chamber position in a newborn with
PA/IVS: 4 — dilated right atrium with tricuspid valve and right
ventricular hypoplasia; B — color dopplerography demonstrates
pronounced tricuspid regurgitation

Pucynoxk 12. OxoKI, cyOkocranbHas mo3uius B pexxume [[JIK
y HoBOpokaeHHOro ¢ AJIA UMIXKII: 4 — pacmupenHoe npaBoe
npezcepane, NpaBo-JIeBbli JTaMUHAPHBIA cOPOC MO MEKIpea-
cepaHoMy nedekry; B — cyOKocTallbHasi IO3HMILMS B PEXKHUME
I/IK y noBopoxkaennoro ¢ AJIA UMIKII nemoncTpupyer pac-
IIMPEHHOE MPaBOe MpeACepare, MPaBo-JIeBbIi TypOylIeHTHBIN
cOpoc MaJIoro Juamerpa 1o MeXIperncepaHoMy nedexry (pe-
crpuktuBHOEe MIIC)

Figure 12. Echo, subcostal position in the CDI mode in a
newborn with PA/IVS: 4 — dilated right atrium, right-left laminar
discharge due to an atrial defect; B — subcostal position in the
CDI mode in a newborn with PA/IVS demonstrates an enlarged
right atrium, right-left small-diameter turbulent discharge due to
an atrial defect

HaIpaBJICHHBIA OTOK B KOPOHAPHBIX apTEPUSX TAKKE
JIOJDKCH BBI3BATh MOJI03PEHHE HA HAJHYHE MHOKap/AU-
aJbHBIX cUHycous (puc. 13).

OmKpoimolli apmepuaivbHblil BPOMOK

Pasmep W QyHKIHIO OTKPBITOTO apTEpUAILHOTO
npotoka (OAIl) ucciaenyioT B mapacTepHAIBHON MO-
3ULUU IO KOPOTKOW OCH, CyNpacTpHAIbHOW IO3HIIMU
(puc. 144, B). Hampasnenue kpoBotoka uepe3 OAII,
npu AJIA UMXII uckiouuTensHO ciieBa Hampaso.
OAII mpu AJIA UMXKII gacto umeeT GOIBIIYIO TPO-
TSDKEHHOCTh M M3BHTOW x0J. Tarke sxokapauorpdu-
yeckast omenka OAIl mpumeHsieTcsi HE TOJIBKO I
JUArHOCTHKH TIOPOKa, HO ¥ JJIsi KOHTPOJISL pa3Mepa Ha
(hone nH(y3UM MPOCTATTIAHIUHOB.

Lemanvuas oyenxa opyaux cmpykmyp cepoya
Kpome orieHkn aHaTOMUU TIPaBBIX Kamep CEepaua,

Pucynox 13. [lapacTepHanbHas NO3UIMS KOPOTKasl OCh B pe-
skume LIJIK y HoBOoposknennoro ¢ AJIA UMXKII: 4 — mHOXe-
CTBEHHBIE IOTOKH CHHYCOHUJ] B MHOKap/ie TUIepTpoGUpPOBaHHO-
ro IIDK; B — Ha ypoBHE KOPHS a0pTHI IEMOHCTPUPYET 00paTHBIN
MIOTOK B IPaBOW KOPOHAPHOH apTepuy M HHQYHIUOYIIPHON
BETBH, UTO CBUETENBCTBYET 0 3HaunMoM IDK-kopoHapHoM co-
eIMHEHNN

Ilpumeuanue: IDK — npasvui owcenyoouex; IlII — npasoe
npedcepoue.

Figure 13. The parasternal position of the short axis in the CDI
mode in a newborn with PA/IVS: 4 — multiple sinusoids flow in
the myocardium of a hypertrophied pancreas; B — at the level of
the aortic root demonstrates a reverse flow in the right coronary
artery and infundibular branch, which indicates a significant RV-
coronary junction

Note: RA — right atrium; RV — right ventricle.

Pucynok 14. 4 — [lapactepHanbHas MO3ULUS KOPOTKasi OCh B
pexume LJIK y HOBOpOXkaeHHOTO ¢ AJIA MMXKII: pectpuk-
THUBHBIH JIeBO-1IpaBblii copoc mo OAII guamerpom 2,2 mm; B —
CymnpacTepHalibHasi MO3ULMS KOpoTKasi ochk B pexume LIJIK y
HOBOpOoXaeHHOTO ¢ AJIA UMIKII neBo-npaBslii cOpoc Ha ypOB-
He mupokoro OAIT

Figure 14. 4 — The parasternal position is a short axis in the CDI
mode in a newborn with PA/IVS: restrictive left-right discharge
along the PDA with a diameter of 2.2 mm. B — Suprasternalnaya
position short axis in the CDI mode in a newborn with PA/IVS
left-right reset at the level of a wide PDA
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JUISL TIPOTHO3a U TUIAHUPOBAHMS XUPYPTUUYECKOTO Jie-
YEHUSI BKHO OIICHUTHh U JPYTHE CTPYKTYPHI CEpla:
pasMepsl, COKPaTUTENbHYI0 CIOCOOHOCTh U TOJILIUHY
muokapaa JIK (puc 154, B), mopdonoruio u QyHK-
U0 MUTPAJIBHOTO KJaraHa, UCKIIOYUTh PEKOE code-
tanue AJIA MMIKII ¢ matomoruei BBIXOAHOTO OTIE-
na JOK u aopranpHOro KiamnaHa. Takke HEOOXOIUMO
MIPOBECTH MPEABAPUTEIHHYIO TUATHOCTHKY aHOMAJINN
CHUCTEMHOTO M JIETOYHOTO BO3BpaTa. MeToaMKa OIeH-
KH 9TUX MMapaMeTpPOB HE OTAMYATCS OT CTAHIAPTHOU
OxoKI -npakTuku.

HecMmoTpss Ha «yHuBepcambHOCTE» Ix0KI'-me-
Toga TpeOyeTcsi IOMOJIHUTENbHAsS HHQOpPMALUI O
KOPOHAPHOUW IUPKYIAIUU, KaK O MEPBOCTETICHHOM
MpPEeIUKTOpE MCXO0Ja XUpypruueckoro yedeHus. Ilo-
9TOMY YacTo HeoOXoauma KaTeTepu3alusi cepiua
C TOMOINBIO CEpUM aHTHOTPaMM I JAeTalu3aluu

Pucynok 15. 4 — deTblpexKaMepHasl aluKajbHas MO3ULIMA:
0a3alpHBIN pa3Mep M JUIMHA MPHUTOKA JIEBOTO KEIydouka; B —
napacTepHalibHas MO3UINUS, JUIMHHAS OCh: OLEHKA pa3Mmepa U
(YHKIUH JIEBOTO JKEITyJ0uKa

Figure 15. 4 — four-chamber apical position in a newborn with
PA/IVS: basal size and length of left ventricular outflow; B —
parasternal position of the long axis in a newborn with PA/IVS:
assessment of the size and function of the left ventricle

Pucynok 16. A — paciupensas I1IKA ¢ runomnasueit qucranb-
Ho#t gactu ctBona JIKA, mepenHel HUCXOsIIIeH 1 oruoarommeit
KOPOHAPHBIX apTepHii; B — TpexMepHas PeKOHCTPYKIUS, apTe-
pHaNbHBI NPOTOK (*) BIajaeT B JIEBYIO JITOYHYIO apTEpHIO
(oT™MedeHa YepHOH CTPENKoii), cTeHo3 JeBoi JIA Bu3yammsupy-
eTcsl MpOKCUMaJIbHEee MecTa BIaJeHUs MPOoToKa (cTpenka) [20]
Hlpumeuanue: JIJIA — nesas necounas apmepusi, OA —
ocubarowas apmepus,; IIKA — npasas kopowapuas apmepus,
11IJIA —npasas necounas apmepus,; [IHA —nepeonsis nucxooswast
apmepus; CmJIKA — cmeon ne6oil KopoHapHoU apmepuu.
Figure 16. 4 — dilated RCA with hypoplasia of the distal part of
the LCA, anterior descending and circumflex coronary arteries;
B — three-dimensional reconstruction of a three-dimensional
image viewed from the left front oblique projection (the ductus
arteriosus (*) flows into the left pulmonary artery (marked with
a black arrow), stenosis of the left PA is visualized proximal to
the confluence of the duct (arrow)) [20]

Note: ADA — anterior descending artery; Cx — circumflex artery;
LCAT — left coronary artery trunk; LPA — left pulmonary artery;,
RCA — right coronary artery. RPA — right pulmonary artery.

JIMarHo3a, KOTOPBI BKIJIFOUAET B ce0sl OLIGHKY MHO-
kapauanbHbeix cunycoun u IDK3KK. Kpome Toro,
ISl TUTAHUPOBAHUSI XUPYPTUUECKUX HIIH YHIOBACKY-
JSPHBIX NAJJTHATUBHBIX METOJIOB KOPPEKIIUU MTOPOKA
Tpebyercss BbinoaHenue MCKT s neranusanuu
AHATOMHUU TOPOKAa U OMNpPEIeTCHUs] MOCICAYIOMIeH
TAaKTUKH BEJACHUS Ial[UCHTA.

Komnbiorepuasi romorpadus

Komnbroteprasi Tomorpadust o0nasaeT BBICOKOH
paspeniaronieli crocoOHOCTBIO MPH OICHKE BHYTPH-
CEpPACUHBIX M AKCTpaKapIUaIbHBIX aHOMAaJUH, T03BO-
JSIET MONYYaTh ABYyX- U TPEXMEPHYIO PEKOHCTPYKIIUIO
cooTBeTcTByIOMIero nmopoka. Xors KT ne moxer Ha-
npsamyio noarBepauth IDK3KK, ona moxker wuneH-
TU(PHUIMPOBATH CTEHO3 MM OKKIIIO3UI0 KOPOHAPHBIX
apTepuil W MOATBEPIUTHh HAJTHMYHEC MUOKAPIUAIBLHBIX
cunycoun (puc. 164, B) [20].

Karerepu3zauusi cepaua B nepuog HOBOPOKIEH-
HOCTH

Bonee neranpHOE TreMOAMHAMUYECKOE W aAHTHO-
rpaduueckoe ucclieloBaHue HEOOXOAMMO JaXe B TOM
cllydae, eI AMarHo3 yCTaHOBJIEH ¢ moMolbio DxoKI
n MCKT.

[Ipomenypa xareTepuzanuu cepama OCOOEHHO
Ba)KHA U1 MAllMEHTOB, Y KOTOPBIX paccMaTpUBacT-
cs aexkomnpeccus DK npu nmoMoiu nanainaTuBHBIX
SHJIOBACKYJSPHBIX BMemIareabcTB. OCHOBHOM ee 1ie-
neto sBisiercs ouenka [DK3KK. JIuarnoz ITDK3KK
CTaBUTCS, KOTIa KPOBOCHAOXKEHME 3HAYUTENIbHOH Ya-
ctu muokapna 3asucut ot IDK. Arrnorpaduueckue
kputepun nuarHoctuku [IDK3KK Bkmrogaror cTeHO03
2 nnu Ooee CEerMEHTOB KOPOHAPHBIX apTepUil WIH
aTPe3nI0 YCThsl KOPOHAPHOM apTepru, KOTJa CerMeH-
THl JIUCTajbHEe OOCTPYKLUHUU W COOTBETCTBYIOIIUH

% KA

Pucynok 17. TpexmepHas 00beMHasi PEKOHCTPYKIHS, B aKCH-
aJbHOW MO3UIMU: 4 — TUCKPETHBIN CTeHO3 ycThsl cTBoNa JIKA
(cTpenka); B — NPOTSHKEHHBIH CTEHO3 MPOKCHMAIIBHOTO CerMeH-
ta [IKA. Vmerorcss MHOKECTBEHHBIE CHHYCOHIBI (*) MEXIY
MIPaBBIM JKEITYI0YKOM M 00eMMH KOPOHApHBIMH apTepusiMu [20]
Ilpumeuanue: [IKA — npasas xopouapnas apmepus; [IHA —
nepeoHss HUCXOOAWAsL apmepus.

Figure 17. Three-dimensional volumetric reconstruction, in the
axial position: 4 — a discrete stenosis of the LCA (arrow); B —
extensive stenosis of the proximal segment of the ADA. There
are multiple sinusoids (*) between the right ventricle and both
coronary arteries [20]

Note: ADA — anterior descending artery; RCA — right coronary
artery.
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Pucynoxk 18. IIpaBasi BeHTpuKynorpadus y mamueHnra ¢ arpe-
3MEH JIETOYHOM apTepUu U UHTAKTHOM MEXCKEIYIO0YKOBOH IIe-
PETOPOAKOH, KOTOPask BEISIBISAET 3aMOTHEHHE TIPABOTO HKETyI04d-
Ka, IpaBOd U JIeBOM KOpOHapHBIX aprepuil. Ilomocts mpaBoro
JKEITyZ09YKa THIOIUIa3HPOBaHa, C BBIPAKCHHBIMH MBIIICYHBEIMU
Tpabexynaamu [21]

Ilpumeuanue: [DK — npasviii ocenyoouex; [IKA — npasas
Koponapnas apmepus, ITHA — nepeonss nucxooaujas apmepus.
Figure 18. Right ventriculography in a patient with PA/IVS.
The cavity of the right ventricle is hypoplastic, with pronounced
muscular trabeculae [21]

Note: ADA — anterior descending artery; RCA — right coronary
artery; RV — right ventricle.

ne
Loy

Pucynok 19. Amnruorpaduueckas kiaaccupuxamus AJIA
UMXII no M.U. bepumBunu: A — tpexnaprurssiii [DK; B —
neyxnaptutHeii [1DK, B. omHonmaptatabsii [DK [22]

Figure 19. Angiographic classification of PA/IVS according to
LI Berishvili: 4 — three-part RV; B — two-part RV, B. one-part
RV [22]

MHUOKap/ KpPOBOCHAOXaIOTCS 4Yepe3 CHUHYCOUIbI M3
ITK (puc. 18) [20].

[Homumo onpenenenust IDK3KK anrnorpadus TDK
JaeT BaKHYIO0 MH(OpMALUIO O ero pasMepe U KOMIIO-
HeHtax. CormacHO KiaccH(UKAITIH, TMPEIIOKECHHON
C. Bull u ero xoiieraMmu, KOTOPYO MOKHO IIPUMEHUTh
U B KauecTBe aHTHorpaduueckor Kiaccuuranuu (o
W.N. bepumBunm), runorasus [DK nenutcs Ha Tpu
CTEIEeHNU: JIerKasi — HopMasbHO pa3BuThlil [DK, coctos-
UH U3 TPEX 4acTel, CpeaHsiss — TUIOIIa3UPOBAHHBIN
IDK ¢ «dyHKIMOHATBHO» OTCYTCTBYIOIIEH TpaOeKy-
JIIPHOM YacTbl0 M PE3KO rumoriazupoBanHbii T1K
«OBOUIHO» (POPMBI, COCTOSIIINEI U3 IPUTOYHOM YaCTH
(puc. 194, B, O) [22].

3akioueHue

YaukansaocTh AJIA UMXKII otnmaaercs reTepo-
reHHocThio. [lormmanue mMopdonoruu mopoka B Ka-
J)KJIOM KOHKPETHOM CIly4a€ BO3MOXKHO TOJIBKO I0CJIE
JeTaJbHOM TIeMOJMHAMMYECKON W aHaTOMMYECKOU
OIICHKH C TpUMEHEHHEeM (YHKIMOHAIBHBIX W Jyde-
BBIX METONIOB AMarHocTuku. Karerepuzauus cepaua
MO3BOJISIET MOJTBEPJIUTh WJIM ONPOBEPTrHYTH HAJIUYNE
IDK3KK, uTo B mocieayromeM MOBIHIET Ha TAKTHKY
BEJICHUS] HOBOPOKJICHHOTO U UCXO/I JICUEHHUS.
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BkJia aBTOpPOB B CTaThIO

PKA — Bknan B KOHLEMIUIO U IWU3alH MCCIEOBAHUS, TOITY-
YCHHUC U MHTEpHPETAlHA JaHHBIX UCCIICAOBaHUA, HAIITMCAHUC U
KOPPEKTHPOBKA CTaThU, YTBEPXKICHHE OKOHYATEIbHON BEepCHU
JUIs yOJIMKAIUK, TIOJIHAS. OTBETCTBEHHOCTD 32 COJIEpKAHUE

KIIA — BKaj B KOHLENIMIO U AU3alH HCCIeJ0BaHNS, KOPPEK-
TUPOBKAa CTaTbH, YTBEPXKJEHHE OKOHYATEIbHOM BEpCUM IS
yOIMKAINK, TIOJIHAsE OTBETCTBEHHOCTS 3a COZIEpIKaHHE

JIAA — BKIaA B KOHUEIIIMIO UCCIEAOBAHMS, aHAIN3 JAHHBIX
HCCIIEI0BAHUS, KOPPEKTUPOBKA CTaThH, YTBEP)KIEHUE OKOHYA-
TEJIBHOW BepCHM Ul ITyONMKAIMH, [TOJHAs OTBETCTBEHHOCTH
3a conmepikaHue

MEII — Bk7ax B KOHIETIIHUIO U AU3aH UCCIIEIOBAHUS, MOTyde-
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CTaTbU, YTBCPIKIACHUC OKOHYaTEeJIbHOM BEepCcUU IJis nyﬁnmca-
LIUH, TIOJIHAsl OTBETCTBEHHOCTD 32 CO/IEpIKaHHe

CHA — BKJ1a/1 B KOHIETILUIO U IU3aiiH MCCIe0BaHMs, TIOTyYe-
HUE U UHTEPIIPETalMs JaHHBIX UCCIIeIOBAHMs, KOPPEKTHPOBKA
CTaThbU, yTBEP)KICHHE OKOHYATEIHHOW BEpPCHUH IS ITyONnKa-
LIMH, TIOJIHAsI OTBETCTBEHHOCTD 3a COJIEpKAHUE

[’AB — BKJIaJ B KOHUEMNIMIO U TU3aliH UCCIEIOBAHUS, KOPPEK-
TUPOBKA CTaTbH, YTBEP)KIEHHE OKOHYATEIBHOM BEpPCUM IS
yOJIMKaIKH, TT0JTHAsSE OTBETCTBEHHOCTh 3a COZEPIKaHHE
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