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CoracHo /efCTBYIOIIMM POCCHIICKHM, €BPAa3MACKUM M eBPONEiCKMM PEKOMEHJAlMsIM IO JIerOYHOil TUIepTeH3uH y aerei
M B3POCJbIX, 2 TAKKE PeKoMeHIamusaM 6-ro BcemMupHoro cuMnosuyma 1o JieroyHoil runepTeH3un, OCHOBHBIMHM 3XOKapauorpagu-
YECKHUMHM MOKA3ATEJIAMHA NPHA OLICHKE mmonaTm[ecxoﬁ H CX02KHX d)OpM JIErOYHOM THIIEPTEH3UH CJIY2KaT pacyeTHOE CUCTOIHYECKOE,
JIMACTOJMYECKOE U CpPe/IHee JaBJIeHHE B JIErOYHOM APTEPHH, COOTHOIIEHHE Pa3MePOB NMPABOTO U JIEBOTO JKEIYI0YKOB Cepaua, HHAEKC
9KCHEHTPUYHOCTH JIEBOTO JKEJTYI0YKA, CUCTOJIMYECKAasH IKCKYpcHsi (PUOPO3HOro KoJblia TPUKYCHUIAILHOIO KJIANAHA, CUCTOJIMYe-
CKOe JBIKeHHEe MIOKAPIa Ha YPoBHE (pUOPO3HOTO KOJIbIA TPUKYCHHMIAILHOTO KJIANAHA W IUIOIIAIb MPABOro npeacepaus. B o63ope
paccMaTpUBAaIOTCS BO3MOKHOCTH M OTPAHMYEHHSI COBPEMEHHO# 3X0oKapauorpaguu B THArHOCTHKE JIETOYHOI rUnepTeH3un, acCOoIu-
uponamloﬁ C BPO2KACHHBIMM MOPOKAMMU Cepaua.

Karoueswte caoea: demu, sxoxapouoepaghusi, recounas eunepmensus, 8pOJNCOeHHble NOPOKU cepoud.
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The calculated systolic, diastolic and mean pulmonary artery pressure, the ratio of the sizes of the right and left ventricles
of the heart, the eccentricity index of the left ventricle, systolic excursion of the fibrous ring of the tricuspid valve, systolic movement
of the myocardium at the level of the fibrous ring of the tricuspid valve and the area of the right atrium are the main echocardio-
graphic indicators for assessing idiopathic and similar forms of pulmonary hypertension according to the current Russian, Eurasian
and European guidelines for pulmonary hypertension in children and adults, as well as the recommendations of the 6th World Sympo-
sium on Pulmonary Hypertension. The article explores the possibilities and limitations of modern echocardiography in the diagnosis
of pulmonary hypertension associated with congenital heart defects.
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CHCTOJIMYECKOE, TUACTOJIMUECKOe W CpelHee AaBJieHHe
B JIETOYHON apTepvu, COOTHOIIEHWE pPa3MepOB IPABOTO
7 JIEBOTO XEJyNOYKOB CEpla, NHIEKC IKCLIEHTPUYHOCTH
JIEBOTO JKeJTyIOoYKa, CUCTOJIMYecKast dKCKypcust (Gpuodpos-
HOTO KoJiblia TpuKycnunanbHoro kiarnaHa (TAPSE), cucro-
JIMYECKOe NBIKeHre Mrokap/a (S’) Ha ypoBHe (puOpo3HOTO
KOJIbIIa TPUKYCTMIATBLHOTO KJIalaHa W TIOIaab TIPAaBOToO
npencepaus (a6 1, 2; puc. 1) [7-9, 10—12, 13—16].
Cucronmyeckoe maBleHWe B JIETOYHOUW apTepuu
B OTCYTCTBHUE OOCTPYKIIMM JIETOYHOTO KPOBOTOKA OlIe-
HUBAeTCSd TI0 CUCTOJIMYECKOMY JaBICHUIO B TIPaBOM

OBb30Pbl JINTEPATYPbI

KeJlyloukKe, M3MEePEeHHOMY IO CKOPOCTU TPUKYCITH-
NajgbHOW peryprutauuu (1Mo TpPagueHTy CHUCTOJINYE-
CKOTO JaBJIEHUSI MEXJY TpaBbIM XEJyIO0YKOM M Tpa-
BBIM TIpelCcepAreM COTJIacHO ypaBHeHUIO bepHymin)
[4, 5, 7—10, 13—16]. ¥V B3pOCIBIX TIPU MUKOBOI CKOPO-
CTU TPUKYCTIMIAIBHOM peryprutanuu <2,8 M/c BeposT-
HOCTb JIETOYHOI TUIEPTEeH3UU HU3Kasl, MPU CKOPOCTU
2,9-3,4 m/c — ymepeHHas, npu >3,4 M/C — BbICOKas.
HopmanbHoe cucTonmyeckoe aaBjieHWE B JIETOYHOM
apTepuu, U3BMEpPEeHHOEe MpPU 3XoKapauorpaduu, y B3poc-
JIBIX cocTaBisieT 10 40 MM pT. cT. [4].

Tabauya 1. DxokapauorpadudecKre NPU3HAKH JIETOYHOI THIIEPTEH3UH, NCTIOJIb3yeMble B JOMOJIHEeHHe K CKOPOCTH TPUKYCITHAAIb-

HO¥i peryprutamuu y B3pocibix [7—10]

Table 1. Echocardiographic signs of pulmonary hypertension used in addition to the rate of tricuspid regurgitation in adults

A: XKeyI0uKu

B: nerounas aprepus

C: HIKHSASA M0J1asi BEHA M MPaBoe npejacepane

Bpems yckopenust (AT) moToka

B BbIBOJIHOM TpakTe 12K

<105 M/c u/vmm cpeTHeCUCTOTNIECKOe
NpUKpbITHE (notching)

CooTHollIeHre Oa3aibHbIX
nurametpoB TT2K/JIK >1,0

ViwioleHre MEXKENTYI0UYKOBOI TIepe-
TOPOJIKY (MHIEKC SKCLIEHTPUYHOCTU
JIK >1,1 B cucrony u/viv quactoiiy)

— Huametp JIA >25 mm

CKOpOCTb paHHE! TMACTOINYECKOMI
JIETOYHOU perypruranuu >2,2 m/c

JlnaMeTp HYXKHEM MoJIoi BeHbl >21 MM
B COYETAHWU C YMEHBIIIEHNEeM KOJUTa0u-
poBaHus Ha Baoxe (<50%)

[rommank MpaBoro Mpeacepans B KOHIIE
CHUCTOJIBI >18 cMm

Tlpumeuanue. TTXK — npasbiii xxenynouek; JIZK — neBblit xenynouek; JIA — jerouHast aprepusi.

Tabauya 2. PeKoMeHIauyMu 1O TPAHCTOPAKAIBHOI 3X0Kapauorpaguyeckoii JMArHOCTUKE JIETOYHOI runepTen3uu y aeteii [15]
Table 2. Recommendations for transthoracic echocardiography diagnosis of pulmonary hypertension in children

Pekomenmanun Knace,
e YpOBeHb

OlieHKa CUCTOIMYeCcKOro napiaeHus B JIA (B OTCYyTCTBHE OOCTPYKIIMH JIETOYHOTO KPOBOTOKA) TIO CUCTOINYE- a—C
ckoMmy aasieHuto B [12K, n3aMepeHHOMY MO CKOPOCTY TPUKYCIUIAIBHON PerypruTaiuuu
OLeHKa cpeTHero 1 KOHEYHOTO IMacTOINYeCcKOro naBiaeHusl B JIA, M3MepeHHBIX IO CKOPOCTH JIETOYHOM peryp- I-B
TUTALM HETIPEPBIBHOBOJHOBBIM porruiepoM (CW)
[MpononsHas cuctommueckas dyukius [12XK (TAPSE, dpakiys n3MeHeHNs IO [Ta—B
M3mepenue nedopmanmu [1K ITa—B
OueHka pa3mepoB U dyHkuuu [12K mpu tpexmepHoit OxoKIT [Ib—B
CooTHolreHre 6a3aTbHOT0/BEepXyIIeTHOT0o pazmepoB [12K I11b—B
CooTHollleHre BpeMeHU cucToibl U auactossl [12K (CW, o TpukycnanaaibHONM perypruTaimm) I1b—B
CkopocTH Ip¥ TKaHeBoii gomruieporpacduu (JI2K, meperopoaka, I12K) 1Ta—B
Pacmmmpenue BeiBogHoro otnena I2K IIb—B
WMHurerpan nuneitHoit ckopocTtu motoka (VT1) BeiBonHoro otaena [T2K 1 oTHOIIEHE CKOPOCTU TPUKYCTTUAAIb- la—B
Hoi1 peryprutaiuu K VI1 BeiBomHOTo otaema [T2K
Bpewms yckopenust (AT) moroka B JIA I-B
IMapameTpst JI2K: mHAEKC SKCHIEHTPUYHOCTH B KOHIIE CUCTOJIBI, OTHOIIIEHNE KOHEYHBIX CUCTOIMYECKIX Pa3Me- lla—B
pos IT2K/JI2K u kmaccuyeckue mokasarean nuactoinndeckoi nuchyHkimu JI2K
VYBenuueHue pazMepoB mpaBoro npeacepaust u [2K ITa—B
DyHKIMS MPaBOro npeacepaus (nehopMarys 1 00beM) IIb—B
Huactonuyeckast pyHkims [T2K u JIK (cHukKeHre CKOpoCTH TpaHCMUTPAJIBHOTO M TPAHCTPUKYCITUIATBHOTO
MOTOKOB B paHHI010 nuacroiy (E), nBuxkeHue Muokapaa Ha ypoBHe (pMOPO3HOro KOJjbla B PAHHIOIO U TTO3IHIOI0 la—B

nuacrony (E’u A’), E’/A’, meperoponounbie E’ u A’; yBenmnuenune BpeMenu cniana muka E (DT), Bpems n3oso-

nmomuyeckoro pacciaadneHus JIK, E/E’)

Ilpumeuanue. JIA — nerounas aprepus; [12K — nipaBblit xenynouex; JIZK — jeBblii XKeay1ouex.
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Y HOBOPOXAECHHBIX W MIIANEHIEB (DU3MOJIOTUIECKU
MOBBIIIEHHBIE JIETOYHOE COCYAHUCTOE COIPOTUBIICHNE
U JaBJieHWEe B JIETOYHOUW apTepuu IMOCTETNIEHHO CHMXa-
fotcs. JIJist IMarHOCTUKM JIETOYHOM TUTIEPTEH3UU Y AeTei
WUCTIOIb3YeTCSl COOTHOIIIEHUE CUCTOJIMYECKOTO JaBie-
HUs B JIETOYHOW apTepud U CHUCTOJUUYECKOTO CHUCTEeM-
HOTO apTepuajbHOro gasieHus [1, 6]. B Hopme y mereii
crapie 3 Mec 3To cooTHoteHue <1/3.

BaxkHO TIOMHUTB, YTO CKOPOCTb W CTENEeHb TpPH-
KYCTIMIAJBbHON pEerypruTauni — JBa HECBSI3aHHBIX
rmapamMeTpa W TpU HEOOJbIION peryprutaiuu MOXET
HaOMIOAaTbCSl  BBICOKAsi  JITOYHAsl  TUTIEPTEH3Us;
WHOT/A Y MallUeHTOB C JISTOYHON TUIepTEeH3UEeN TPUKY-
CIMaabHasT peryprutamust oTcyrctByet [6, 17]. TTomy-
YEeHUE aIeKBATHOTO CIEKTPa PETYPruTallii MOXET ObITh
3aTPYAHEHO M3-3a JBWXEHUS TIJIOCKOCTH TPUKYCITH-
NaJIbHOTO KJIallaHa B CUCTOJY; €CJIM CTpYsl peryprura-
LIUM 3KCIIEHTPUYHA, YCIOBUE OTKJIIOHEHUS JOMILJIEPOB-
ckoro siyya MeHee 20° MoxeT He cobmonaThesi. B 06oux
cllyyasix BO3MOXHa HEIO0OlIeHKa aBJIeHUsI B JIETOUHOM
aprepuu [4, 6, 17].

Kpome toro, psin paboT 1eMOHCTPUPYET HECOOTBET-
CTBUE TpaBWJjIa pacyeTa JaBJICHUSI B TPABOM TIpeacep-
UM TI0 TlapaMeTpaM HVKHEW TOJIOi BeHbI y MalueH-
TOB C BBIPaXEHHOW TPUKYCTTUOATBHON perypruTaiuei,
HaXOASAIINXCSI Ha MCKYCCTBEHHOW BEHTWJISLIMU JIETKUX
U TIOocJie ofepalMil Ha cepille M opraHax OpIOLIHON
nojioctu [17—19]. B aTux ciyyasix B KauecTBe JAaBJICHMUS
B TMIpaBOM MpeICepAUN MPU BO3MOXHOCTU PEKOMEH]IY-
eTcsl UCITOJIb30BaTh MHBA3UBHOE 1IEHTPAJIbHOE BEHO3HOE
JaBJicHWe WM X€ WTHOPUPOBATh KOMITOHEHT IIpaBO-
MPEeICePAHOTO NaBICHUS.

CpeaHee M JOMACTOJIMYECKOE [ABJIEHWE B JIETOY-
HOI apTepuu OOBIYHO OIEHWBAIOT TIO PErypruTaiuu
Ha JIETOYHOM KJIallaHe, MOJIHBI KaueCTBeHHBIN CIEKTP
KoTopoli HeoOxommmo 3amucath [1—17]. Ilpm pacuere
CpeHero JaBJieHUsI YYWUTHIBAIOT TIMKOBYIO CKOPOCTh
peryprutauuu, Mpu pacyeTe JAUacTOIMYECKOTO — CKO-
POCTB TTOTOKA B KOHIIE JUACTOJIBI. BBUIY HU3KUX CKOPO-
CTeil peryprutaiuy oosi3aTesIeH yueT 1aBjJIeH!s B TpaBOM
npeacepauu. [pu tsxenoit (ITI-IV crenenu) perypru-
TallM TOYHOCTb METOIMK CHUKAETCS; Y psma O0TbHBIX
C JIETOYHOM TUIIepTeH3WeN perypruTtauus, HarmpoTUB,
nojiHocThio orcyTeTByeT [17]. CornacHo nerckum EBpo-
MEeNCKUM PEKOMEHIALMSIM pacueT CPeIHEero AaBJICHMS
B JIETOYHOI apTepUU MOXKET BBITIOJHITCS M Ha OCHOBE
CKOPOCTH TPUKYCTTUAAIBHOM peryprutauni [16].

IMonoxxeHue MeXKeayaouKOBOW MEPEropoiKN 3aBU-
CUT OT OTHOIIEHUS AaBJIeHUN B kedymoukax [1—17].
B HopMe nmaBieHMe B JIeBOM KeJyJao4yKe 3HAYMTEIbHO
BBIIIIE, MEXCKEIyIoYKoBasi TIeperopojka BO Bpems
CHUCTOJIBI BBITMOAETCS CjieBa HApaBo, a JIEBBIN KETYI0-
YeK B KOPOTKOI OCU MMeeT Kpyrityio hopmy. [1pu moBbI-
IIEHWU AABJIEHUSI B TIPABOM XKeJIyIOYKE B CUCTOJY MEX-
JKEJTyOUKOBasl TIEperopojika HauMHaeT OTKJIOHSIThCS
crpaBa HajeBO, a JIEBbI XKeJynouyeK TpuodopeTaer
D-o6pa3nyo dopmy. KareropuzupoBaTb COOTHOIIEHUE

JABJICHUI B XKEJyIOYKax TO3BOJISIET WHAEKC 3KCIEH-
TPUYHOCTU (CPEPUUIHOCTH) JIEBOTO KeIyl0oYKa B KOHIIE
cuctonbl. Ecnmu nHaekc akcuentpuyHoctu <1,1, cucro-
JIMYECKOE JIaBJicHWE B TIPaBOM KeJIyI0YKe HOpMaJbHOE
WJIM cJierKa MoBbliiieHo, ipu 1,1—1,29 — roBbIillieHo yme-
peHHo, 1ipu > 1,3 — 3HauuTenbHo [4, 6, 20, 21]. U3mepe-
HUE MMPOBOIST IO KOPOTKOM OCH JIEBOTO XKeJyI09YKa, YyTh
HUXXE CTBOPOK MMTpPAJIbHOTO KJjaraHa (cMm. puc. 1, a).
B KoHIIe CHCTOJIBI U3MEPSIOT TUaMETPhl JIEBOTO XKeJy-
JIOUKa TapaJiIeIbHO W TIEPIEeHIUKYISIPHO MEXKely-
JIOUKOBOI TMeperopoake, 3aTeM OOJBbIINI pa3Mep IesaT
Ha MeHbIIui [6, 15]. CHU3UTH MHPOPMATUBHOCTH METO-
JIVKWA MOXKET HapylleHue BHYTPUIKETYI0YKOBOM TTPOBO-
nuMocTu (610Kana HoXeK Mmyyka [uca).

Tlokazarenb CUCTOMUYECKOM 9KCKYpcuu (hrOpOo3HOTO
Kosbla TpukycnuaaibHoro kianaHa (TAPSE) orpaxaer
YKOpPOUYEHHE MPOJOIbHBIX BOJOKOH CBOOOTHON CTEHKHU
MPaBOTO KeJyIouKa BO BPeMsT CHCTOJIBI M OLIEHUBAETCS
KaK MaKCUMaJIbHOe CMellleHHWe B CUCTONy (hUOPO3HOTO
KOJIbIIa TPUKYCTTUAAIBHOTO KjamaHa B anuKaJbHOM
MO3ULIMM YeThIpeXKaMePHON TpoeKIMu B M-pexume
(cM. puc. 1, 6) wiu ¢ TpUMEeHEHUEM MPOrpamMM MmocTodpa-
0OTKM pexmuma TKaHeBoro gorruiepa [4, 15, 16, 20, 22].
V¥ B3pociaeix TAPSE <16 MM CBUIETEIBCTBYET O BbIpa-
JKeHHOM JUC(YHKIMM TPaBOTO Keayaodka. Y jaereit
C WIMOMATUYECKOW JIETOYHOW TUIepTeH3ueil Z-score
TAPSE < —4,3 city>XUT NpeAMKTOPOM JIETAJIbHOTO UCXO/1a
1 HeOOXOAMMOCTH B TpaHcImaHTauuu jgerkux [5]. TAPSE
JIETKO OTIpeNeIsieTCs U BOCITPOU3BOIUTCSI, OMHAKO 3aBU-
CHT OT yIJIa CKAaHUPOBAHUSI U BOJTIOMUYECKOM HATPY3KU
M MOXET OBITh TICEBIOHOPMAIBHOM NP BPOXKIECHHBIX
MOpOKax cepla ¢ JIEBO-TIPaBbIM COPOCOM MJTU BbIpaXKeH-
HOW TpUKyCcTIMaadbHOM peryprutamuu [11].

Cucronnueckoe IBUXeHUE MUoKapaa (S’) Ha ypoBHe
(GUOPO3HOTO KOJbIIa TPUKYCITUAATLHOTO KJilalmaHa OTpa-
JKaeT ero COKPaTUTEbHYIO CIIOCOOHOCTh M OIIEHUBAETCS
MpY TIOMOIIM TKaHEBOW JomIieporpaduy Kak cpef-
Hee W3 Tpex TOCIeI0oBaTeIbHBIX CEePACUHBIX ILIMKIOB
(cm. puc. 1, B). S’ TpUKYCIIMAAIBHOTO KjiaraHa TOJIOXM-
TEJIBHO KOpPpeIUpyeT ¢ (pakiueil u3MeHeH!s TIIOMIAIN
npaBoro xenynouka 1 TAPSE u otpuiiatesibHO — co cpe-
HUM JaBJIEHWEM B JIETOYHOW apTepuy M perypruTalueit
Ha JlerouHoM kiianaHe [12]. S’ Takke 3aBUCUT OT Harpy3Ku
00BEMOM M YaCTOTHI CepACYHBIX COKpaleHuit. HykHmit
MpenesT HOPMAJIBHOTO 3HaYeHUsT S’ IUTST B3POCIBIX COCTaB-
nseT 9 cM/c (s manmeHToB crapine 60 et — 8 cMm/c)
[23—26]. S’ <9 cMm/c — TIpeauKTOp (DpaKIuy BeIOpoca Tmpa-
Boro xenynouka <40% [3, 24, 25].

CoxpaHgIomascss WIM Tporpeccupylomias Iuja-
TallWsl TPABOTO TIPeACeparsl y TAlUEeHTOB C JIETOUHOM
TUTIEPTEH3MEN TIoc/ie pamguKadbHONW KOPPEKIUU «ITPO-
CTBhIX» BPOKIEHHBIX TTIOPOKOB W TIPU MaJIbIX/COIYTCTBY-
olmmx aedeKTax — WHTErpajbHbI TOKa3aTelb IUC-
(GYHKIIMU TPaBOro Xenayaoyka WM TPUKYCIUAAIbHOTO
kinanaHa (cMm. puc. 1, ) [7—16]. Y B3pOCTbIX TPH JIETOU-
HOW TUTEPTeH3MM HU3KOTO PHUCKa ILUIOIIaAb TPaBOTO
npencepaust <18 cm?, ymepeHHOro pucka — 18—26 cm?,
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Puc. 1. DxokapauorpaduuecKue MoKa3aTe/ll, XapaKTepH3yIolue HINONATHIECKYIO M cX0xkKHe (Pe3nayabHyI0 Mocje PaauKaJIbHOi
KOPPeKIHH «IMPOCThIX» BPOKIAEHHBIX MOPOKOB CEPALA W MPH MAJIBIX/COMYTCTBYIOMMX NedekTax) (ropMbl JIErOYHOI apTepuaibHOi
rHnepTeH3un (COOCTBEHHbI MaTepuar).

a — HHJIEKC KCHEHTPUYHOCTH JIEBOTO JKEJIYI0YKA M COOTHOIEHHE PA3MePOB JIEBOTO U NMPABOr0 XKeJIYI0YKOB; 0 — CHCTOJIMYECKAst
3KcKypeusi pudposHoro Koubua TpukycnuaaabHoro knanana (TAPSE), M-pexum; B — cHCTOJIMYECKOe JABIKeHMe MHOKapaa (S°)
Ha ypoBHe HOPO3HOro KOJIbLa TPUKYCHHIATIBHOTO KJIANAHA, PEXKUM TKaHEBO# Tonieporpaduu; r — njiomajap NpaBoro npeacepaus
Fig. 1. Echocardiographic indicators characterizing idiopathic and similar (residual after radical correction of “simple” congenital
heart defects and with minor / concomitant defects) forms of pulmonary arterial hypertension (own material).

a — index of eccentricity of the left ventricle and the ratio of the sizes of the left and right ventricles; 6 — systolic excursion of the
fibrous ring of the tricuspid valve (TAPSE), M-mode; B — systolic movement of the myocardium (S’) at the level of the fibrous ring

of the tricuspid valve, tissue Doppler sonography; r — right atrial area.

BBICOKOTO pucka >26 cm? [7—10]. UndopMaTBHOCTH
nraMeTpa JIETOYHOM apTepuy KakK KpUTEpUsl CTeTIeHU
TSKECTU JIETOYHOUM TUIEPTeH3UN TIOCie paJuKaabHOMN
KOPPEKIIMM <«ITPOCTBIX» BPOXIEHHBIX MOPOKOB Cepila
Huskas [1, 2, 5]. Y maumMeHTOB ¢ «IIpOCThIMU» AeeKTamMu
(c neBo-mMpaBbIM COPOCOM M CUHIPOMOM ODi3eHMEH-
repa), TOMMMO OITMCAHHBIX TTOKa3zaTesieil, He0OXOAUMO
OLIEHUTb MOPGOJIOTHIO U pa3mep nedekTa, HarpaBleHNe
cOpoca KpOBU U TPAIUEHT CHUCTOJIMYECKOTO JaBICHMUS
Ha nedexkre (puc. 2) [1, 2, 14, 20, 27, 28].

IMoHATHUST «PEeCTPUKTUBHBIN» M «HEPECTPUKTUB-
HBIll» MOCTTPUKYCTIUIANBHBINA Je(eKT OINpeneistorcs
OTHOLIIEHWEM pa3Mepa aedekra K aAMaMeTpy aopThbl
(aoprasibHOTO KJjanaHa Tpu JedheKTe MeXKeaynod-
KOBOI TI€pPeropojiKiu M COOTBETCTBYIOIIUX OT/AEIOB
aopTel TIpU JedeKTe aopTOJIETOYHOM IeperopoaKu
U OTKPBITOM apTepuajbHOM MpoToke). B ciyyae
COTOCTaBUMBIX pa3MepoB AedeKTa W aopThl MEPBHIN
ornpeaenseTcsl Kak HEpeCTPUKTUBHBIN, T.€. HE CIIO-
COOHBII OTPaHMYUTH MATOJOTMUYECKUl COpPOC KpPOBU
13 apTepualibHbIX KaMep cepAla, Mpu MEeHbIIUX (XOTs
Ob1 Ha 1/3 nuamerpa), 1O CpaBHEHUIO C AOPTOM, pas-
Mepax — KakK pecTpukTuBHbIN [1, 2, 14, 20, 27, 28].
I[lpu  mnpeTpukycnuaanbHbIX  aedeKTax  IOHSITHE
«PEeCTPUKTUBHOCTHU» YETKO HE OTIpeIeJIeHO.

Ilpu pecTpUKTUBHBIX MOCTTPUKYCITUAATBHBIX AedeK-
Tax BeJWYMHA apTEPUOBEHO3HOTO cOpoca 3aBUCUT
KakK OT BEJIMYMHBI JeheKTa, TaK U OT COOTHOIIEHMS JIETOU-
HOTO ¥ CUCTEMHOTO COCYIMUCTBIX COTIPOTUBJIEeHUI [1, 2, 14,
20, 27, 28]. B aTOoM cityyae rpaqueHT CUCTOJMYECKOTO JIaB-
JIeHus1 Ha AedeKTe oTpaxkaeT BeJIMUYUHY CUCTOJIMYECKOTO

JABIEHWST B TIPAaBOM 3KEJYITOUKE WM JIETOUHOW apTepwu:
0O0JIbIlIe TPAAUEHT — MEHbIIIE NaBJIeHUe (CM. pucC. 2, a).

Ilpy  HepeCTPUKTUBHBIX  TMOCTTPUKYCTTUIATBHBIX
nedekrax 100% neroyHass TUTIEPTEH3UST CYIIECTBYET
C pOXIEHUsS W BbI3BaHA MPSIMON Tepenadyeil AaBIeHUS
CHCTEMHOTO XeJTyI0YKa, a BeIMYMHA apTePUOBEHO3HOTO
cOpoca 3aBUCHUT OT COOTHOIIIEHUS JIETOYHOTO U CUCTEM-
Horo compotuBinenuii [1, 14, 27, 28]. ¥ nauueHTOB
C CUHIPOMOM Dif3eHMeHTepa MOXKET BU3YaTU3UPOBATHCS
MpaBOJIEBbIN WM TIEPEKPECTHBIN cOpoc (cM. puc. 2, 0).
V 6onbHBIX co 100% JeroyHol TUMEepTEeH3UEH dXOKap-
nuorpaduyeckas  BH3yaau3alus — HU3KOCKOPOCTHOTO
JIByHaTpaBJIieHHOTo cOpoca Ha jaedeKkrax, OCOOEHHO
Ha OTKPBITOM apTepuaJbHOM TTPOTOKE U Te(eKTe a0pTO-
JIETOYHOM TeperopojKu, MOXeT ObITh 3aTpyaHeHa [1, 2,
14, 20, 27, 28].

Ipe- win TOCTTPUKYCTIMOATbHAS JIOKAJTU3AIUS
nedeKkTa B U3BECTHOM Mepe BIWSET Ha amanTaluio Tpa-
BOTO XeJyI0uKa K JIeTOUHO# rurepreH3uu [27]. Y naum-
€HTOB C TMPETPUKYCITUIATLHBIMUA HeheKTaMU BBICO-
Kasl JierouyHasl TUTIePTeH3UsT (POPMUPYETCS TOCTATOYHO
MO3AHO, TIOCE JUIMTEIbHONW OOBEMHON Teperpy3ku
U TIepuoAa OTHOCUTENBHOM KoMIleHcanuu. [Ipu 3ToM
pa3BHUTHE BEICOKOM TMIIEPTEH3UH YaCTO COMPOBOXKIACTCS
3HAYUTENIBHOM Auyataudeil W IUCGhYHKIMEH TpaBbIX
KaMep cepialia, CXOXel ¢ MIAMONaTUYeCKOU JIETOUHOM
rurepreH3ueit (cM. puc. 2, B).

CymiectBytonasi y OOJNBHBIX ¢ HEPEeCTPUKTHUBHBIMU
MOCTTPUKYCITMAATBHBIMU ~ Ie(heKTaMU € POKACHUS
100%-5 nerouHasi TUIIEPTEH3UsI OOBIYHO COIPOBOXKIA-
€TCSI OTHOCUTEJIbHO XOpOLIEW amamTaiyeil TpaBoro
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Puc. 2. Ananrranus npaBbIX KaMep cepana K BhICOKOI JIErOYHOi TUMePTeH3NH Y NAIMEHTOB C Npe- W NOCTTPUKYCIUIATLHbIMY JedeK-
TamH (COOCTBEHHBI MaTepua).

a — MbIIIEYHBIN MeXKeTyI0UYKOBBIil JeeKT ¢ apTepHoBEHO3HbIM COPOCOM y pedeHKa 6 JIeT: rpaJjueHT CHCTOJIMYECKOTO AaBJIeHUs
JIeBbIii JKeJTy/I0U€eK-NPABBIii KeJyA04eK 85 MM PT. CT., yBeJIMU€EHbI JieBble OTIEIbI cepala; 0 — HepeCTPUKTHBHBINA NPUTOYHBIN MeXK-
JKeJTyI0YKOBBIii JeheKT y manueHTa ¢ CHHAPOMOM Dii3eHMeHrepa; B — 00JIbLIONH MeXKnpencepanbiii 1edeKT y nanueHTku 73 jer
C JIETOYHOIi aPTepPUATbHOI rHNepTeH31eil, HeJOCTATOYHOCTHI0 TPUKYCIAAILHOrO Knanana Il crenenu u MepuareibHOIi apuTMUeii:
pacueTHOe JaBJeHne B MpaBoM Keaynodke 82 M pr. cT. JIZK — JeBblii Kerynouex.

Fig. 2. Adaptation of the right heart chambers to high pulmonary hypertension in patients with pre- and post-tricuspid defects (own
material).

a — muscle defect of the interventricular septum with arteriovenous discharge in a 6-year-old child: systolic pressure gradient left
ventricle-right ventricle 85 mm Hg, the left heart is enlarged; 6 — non-restrictive inflow ventricular septal defect in a patient with
Eisenmenger’s syndrome; B — large atrial septal defect in a 73-year-old patient with pulmonary arterial hypertension, grade 3 tricus-

pid valve insufficiency and atrial fibrillation: the calculated pressure in the right ventricle is 82 mm Hg.

JKeJyIoukKa ¢ BbIpakeHHOW rumnepTtpodueit, He3HaAUM-
TEAbHOU aMJaTalMe M COXpaHHOM CHUCTOJIUYECKON
dynkuumeit [27, 29]. B Takoii cutyaimm oba XKeaymouka
paboTalT TOYTH KaK OJHa COKpallawliasics Kamepa,
obecrieuyrBasi CHUCTEMHBI W JITOUHBIH KPOBOTOK,
U JIy4llle ananTUupyoTcs K BBICOKOMY JIETOYHOMY COTIPO-
TUBJICHUIO.

WUndopmMatuBHOCTL MHIAEKCA (OPMBI JIEBOTO XKETy-
JIoYKa B KaueCTBE KPUTEPUs TSKECTU JITOUHON TUIIep-
TeH3UN y MALUMEHTOB C OOJIBIIUM MEXKETyT0UKOBBIM
nedexkrom Hepennka [6, 21]. TAPSE 3aBucut ot o0beM-
HOI1 Meperpy3Ku U MPpU JIeBO-TIPaBOM COpoce MOXET ObITh
ncesaoHopmanbHoit [11, 23]. Pasnuuus B pemopenu-
pOBaHUM U afanTallyi MPaBOro Xeayaodka K JIeTOUHOM
TUTIEPTEH3UU Y OOJIbHBIX C TIpe- U MOCTTPUKYCTIUAATb-
HBIMM Je(heKTaMU MOTYT YCTICIITHO BBISIBIISITBCSI C TIOMO-
mbto cnekia-tpekrHra [30]. st uaeHTuduKauum u mpo-
THO3UPOBAaHUS CUCTOJWYECKON MUCHYHKIIMUA TIPaBOTrO
KeJyaouKa mobaabHas mpoaoJibHas aedopmarnust <20%
nMeeT OOJIbIIYI0 YYyBCTBUTEJIBHOCTH IO CPaBHEHUIO
¢ OOBIYHO TIPUMEHSIEMBIMU METOTUKAMMU.

BoimonHsist axokapauorpagruyeckyo OIEHKY JIerou-
HOW TUMEPTeH3UU Yy TIAIMEHTOB CO <«CJIOXHBIMU»
BPOXJIEHHBIMU TIOpOKaMM cepaua (¢ OM- M YHMBEH-
TPUKYJISIPHOW TEeMOJAMHAMUKOI), Ba’KHO OIPEIETUTHCS
B OTCYTCTBMU CTEHO3a JIETOYHOU apTepuu (KJIarmaHHOTO,
MOAKIANaHHOTO WJIM HAJKJIallaHHOTO — BPOXIEH-
HOTO WJIM CO3IaHHOTO TIyTeM XMPYPTUUYECKOTro CYyXHBa-

HUSI) B KauecTBe KOMITOHEHTa Topoka [1, 2, 20, 27, 28].
Y OonbHBIX C OMBEHTPUKYJISIDHOW TIeMOAMHAMUKOW
U CTEHO30M JIETOYHOW apTepuu IO CKOPOCTU PEeryprui-
TallMd Ha BEHO3HOM aTPHMOBEHTPUKYJSIPHOM KJlaraHe
MOXHO pacCuMTarh JUIIb CHUCTOJUYECKOE NaBJICHUE
B BEHO3HOM 3kenymouke. s mpuOAU3UTENbHON XKe
OLIEHKW CHCTOJMYECKOTO JaBJIEHUsI B CHUCTEME MaJloro
Kpyra KpoBooOpalleHusl TPaaueHT CUCTOJIMYECKOTO J1aB-
JIHUsI Ha TYTM OTTOKA B JIETOUYHYIO apTepuIO ClelyeT
BBIUECTh M3 PACUETHOTO JaBJIEHUs] B BEHO3HOM 3KEiy-
nouke (puc. 3) [1, 2, 20, 27, 28].

WM3onupoBaHHBIN  KJAMaHHBI  CTEHO3 JIETOUHOM
apTepuyd He TIPEISITCTBYET OIIEHKE JIMacTOJIMYECKOTO
NaBJICHUsI B JIETOUHOW apTepuu I10 CKOPOCTHU JIerou-
HOW peryprurtaiuu, TMpu TOAKJIarlaHHOM, HaJKjaraH-
HOM (HampumMep, Tocje Cy>KMBaHMS JIETOYHOW apTepun)
WJIM MHOTOYPOBHEBOM CT€HO3€ M3MEPEHME IUACTOJIM-
yeckoro nasieHust HemHgopmatusHo [17, 20]. B otcyr-
CTBUE aHTErpalHOTO KPOBOTOKA Uyepe3 JISTOUHBIHN KJiaraH
(aTpe3ust JeTouHOM apTepuu, mociie onepauu MoHTeHa
WIM JIBYHAIIpaBJIEHHOTO KaBOMYJIbMOHAJIBHOTO aHACTO-
MO3a C TepeBsI3KOI JISTOYHOTO CTBOJIa) CKOPOCTh peryp-
TUTallM Ha BEHO3HOM aTPUOBEHTPUKYJISIDHOM KJlaraHe
He HeceT MHGpOPMAIMKU O JaBJEHUU B CHCTEME MaJloro
Kpyra KkpoBooOpatieHusi [1, 2, 27, 28].

PsmoM aBTOpOB y MAlMEHTOB CO  «CJIIOXHBIMU»
BPOXAECHHBIMUA TOPOKaMM Cepala M CHUCTEMHO-JIE-
TOYHBIMU AHACTOMO3aMM JeJIalOTCs TOMBITKU OLIEHKHU
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Puc. 3. OueHKa CHCTOINYECKOTO JABJIEHHS B JIETOYHOI apTePHH MPH CJIOXKHBIX BPOXKIEHHBIX MOPOKAX CEPIA CO CTEHO30M JIeTOYHOM
aprepuu (COOCTBEHHBIi MaTepua).

a — OIIEHKA PACYETHOTO AABJICHHS B BEHO3HOM KeJTy/I0YKe M0 CKOPOCTH PErypruTaniu Ha BEeHO3HOM aTPHOBEHTPHUKY/ISIDHOM KJanaHe;
0 — OlEHKA rpaaneHTa CUCTOJMIECKOrO AaBJIeHHs HA MYTH OTTOKA W3 BEHO3HOTO JKeJIyA0YKa B JIETOYHYIO aPTEPHIO ¢ MOCIeAYIONHM
BBIYUTAHUEM TOJYYEHHOTO 3HAYEHNS U3 PACUETHOTO JABJICHNS B BEHO3HOM JKeJIy04Ke; B — KOMOWHHPOBAHHBIN KJIANAHHbIA W MO/~
KJIAMIAHHBIA CTEHO3 JIETOYHOW apTepuu.

Fig. 3. Assessment of systolic pressure in the pulmonary artery in complex congenital heart defects with pulmonary artery stenosis
(own material).

a — estimation of the calculated pressure in the venous ventricle by the rate of regurgitation on the venous atrioventricular valve; 6 — evalu-
ation of the gradient of systolic pressure along the outflow path from the venous ventricle to the pulmonary artery, followed by subtracting the
resulting value from the calculated pressure in the venous ventricle; B — combined valvular and subvalvular stenosis of the pulmonary artery.

CHCTOJIMYECKOTO JIaBJICHUS B JISTOUHOW apTepuu MyTeM
U3MEpeHUsl TpajJueHTa JaBJIeHUS] Ha aHACTOMO3e
1 BBIYMTAHMS €T0 U3 CUCTEMHOIO apTepraibHOTO JaBJie-
Hus [1, 2, 27]. OnHako 13-3a BO3MOXHOCTH Pa3IUIHbBIX
TUTIOB, YPOBHSI HAJIOXXEHWSI, JUIMHBI W MPOCTPAHCTBEH-
HO# (opMbl aHACTOMO30B TpPaAWEHT MABJICHUS MOXET
OBbITh HETOCTOBEpEeH. bosbllive 1Mo auamMeTpy CUCTeM-
HO-JIETOYHBbIE aHacTOMO3bl (LIeHTpaJibHbIN, Bartepcro-
yHa—Kynu u n1p.), HaJloXeHHbIE MallMeHTaM C MCXOIHO
00eTHEHHBIM JIETOYHBIM KpoBOoTOKOM (TeTpama Maiio
U 1Ip.), TpU JJIATETLHOM (YHKIIMOHUPOBAHWU MOTYT
MPUBOIUTHL K BBICOKOH JIETOYHOM TUTIepTeH3Un 6e3 rpa-
nIMeHTa Ha aHactomose [1, 14, 28].

IMpn HamMYMKM B KayecTBe KOMITOHEHTa «CJIOXHOTO»
BPOXIEHHOTO TMOpOKa cepala aTPUOBEHTPUKYJISIP-
HOM 1/ BEHTPUKYJIOAPTEPUATIbHOM TMCKOPIAHTHOCTH
C OTXOXJEHMEM JIETOUHON apTepuu OT Mopdosioruye-
CKM JIEBOTO XeJTyJouKa (TpaHCHO3UIIUSI MarucTpaabHbBIX
COCYZIOB, KOPPUTUPOBAHHAsI TPAHCITO3UIINSI MAaTUCTPAITb-
HBIX COCYIOB W JIp. — puc. 4) Ui OLIEHKU PacyeTHOTO
JABJICHUS] B JIETOYHOM apTepuy MOJKHA TIPUMEHSThCS
CKOPOCTb DErypruTaiuyMu Ha BEHO3HOM, MOp(dOJoru-
YyecKM MUTpasibHOM Kiamane [1, 2, 20, 27]. Mopdo-
JIOTUYECKU JIEBBIA XKENYA0YeK U MUTPAJIbHBIN KialaH,
MPUCIIOCOOIEHHBbIE K (DYHKIIMOHUPOBAHUIO B YCJIO-
BMSIX CHCTEMHOTO JaBJIEHUS, alalTUPYIOTCS K BBICOKOM
TUTIEPTEH3UM JIydllle, 4eM MOp(OJOTUYECKHU TpaBbIii
KETyIoueK W TPUKYCHUAATbHBINA KJlamaH; JujiaTalus
u OUchYHKUIMST BEHO3HOTO MOP(QOJIOTUYECKN JIEBOTO
JKeJTyIoukKa M BEHO3HOTO MMTPaJIbHOTO KjaraHa MOTYT
He HabJoaaThes auTebHoe BpeMs [1, 2, 20, 27]. Tpu-
MEeHeHUe TaKUX TPaAUIIMOHHBIX 3XOKapaAnorpauaecKux

Puc. 4. BeHTpuKy/I0apTepuaIbHas AUCKOPIAAHTHOCTH (TpaHC-
NO3MIMSI MATUCTPAJIBHBIX APTEPHil) C MEHIKETYI0UYKOBBIM Jie-
(bekToM mocjie CY:KHBAHHUSA JIErOYHOW apTepuu (COOCTBEHHbII
marepuai). Jlerounass aprepuss oTXomuT OT MOPGOIOrHYECKH
JIEBOT0, 20PTa — OT MOP(0JIOrHYeCKH NPABOTO XKETYT0YKA.

Fig. 4. Ventriculoarterial discordance (transposition of the great
arteries) with ventricular septal defect after pulmonary artery
narrowing (own material). The pulmonary artery departs from
the morphologically left ventricle, the aorta from the morpho-
logically right ventricle.

noKa3zaTeJell CTENeHU TSDKECTU JIETOYHOW TUMEepTEeH-
31U, KaK UHIEKC 3KCIEHTPUYHOCTU JIEBOTO XKEJyI0uKa
U COOTHOIIIEHUSI 0a3aJbHBIX TUaMETPOB JIEBOTO M Tpa-
BOTO KEJTYJI0YKOB B 3TON CUTyallu HE UMEET CMBICIIA.

Y mamnumeHToB C TPOCTOM TpaHCIO3ULIMEH Maru-
CTPaJIbHbIX apTEPUl, TIEPEKUBUINX MTEPUOJ HOBOPOXKICH-
HOCTU 0€3 OMepaTUBHOIO JIEYeHUsI, UICXOJHO CUCTEMHOE
JIABJICHUE B JIETOYHOW apTepUU MOCTENIEHHO CHUXAETCH;
0 JaBJIeHWW B MaJioOM Kpyre KpoBooOpalleHUs MOXKHO
CYAUTH TI0 CKOPOCTU PETYPrUTAllMM HAa BEHO3HOM MOp-
¢onornyeck MUTpPaIbHOM KJIallaHe WJIW MO TPajueHTy
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CHUCTOJINYECKOTO JIaBJIEHUSI HA OTKPBITOM apTepUaibHOM
npotoke [1, 2, 6]. TIpy HaMTMYIMU MEXKETYTOUYKOBOTO
necdekTa JierouHasi TUTIEPTeH3UsI, KaK IMpaBUJIO, COXpa-
HsieTCsI; 00sI3aTeJIbHO M3MEpeHWe TpaaueHTa JaBJICHMS
Ha nedexre. [1pu cTeHO3€ J1ETOYHOI apTepuUM BBICOKOM
TUTIEpPTEeH3UH, KaK TTpaBUJIO, He ObIBaeT.

OlieHKa JIETOYHOW TUMEPTEH3UU TIpU  ABOMHOM
OTXOXIEHUW MaruCTPalbHBIX apTePUidi ¢ HEPECTPUKTUB-
HBIM TMOJAOPTAIBHBIM MEXOKEJTYI0UKOBBIM J1e(heKTOM
aHaJIoOTMYHA TaKOBOW TIpU M30JMPOBAaHHOM jedeKTe
MEXCKETYTOUKOBOM  TIeperopofiku; CTEHO3 JIETOYHOM
apTepuu B Ka4eCTBEe KOMITOHEHTA IMOPOKa MOXKET IMpeo-
XpaHUTh OT Pa3BUTHs JIETOYHOM runepreHsuu [1, 2, 6].
OlieHKa JIETOYHOM TMTIePTEH3UU TIPU IBOMHOM OTXOXIIe-
HUW MarvcTPalibHBIX apTepuil ¢ TOMIETOYHBIM MEXIKe-
JITOYKOBBIM J1e(heKTOM CXOXa C OLIEHKOM MPU TPaHCITO-
3UILIMYA MaruCTPaJIbHbIX apTepuii. Y MaiueHTOB ¢ 00IIUM
apTepuaJbHbIM CTBOJIOM U MEXKETYIO0YKOBBIM Hedek-
TOM, 32 MCKJIIOUEHHUEM PEAKUX CJIydaeB CTEHO3a JIeroy-
HO#l aprepun B mecte oTxoxiaeHus, 100%-s1 nerouHast
TUTIEPTEH3MST CYIIECTBYET C POXKIEHUsI, a 9XOKapauorpa-
¢uueckasi ceMMOTUKA CXOXa C TAKOBOW HEPECTPUKTUB-
HBIX MOCTTPUKYCTUAATBHBIX 1e(eKkToB [1, 2].

K mocTkanuinspHoit JIeroOYHO# TUTepTeH3UU MOTYT
MPUBOAUTL KaK BPOXIACHHBIE aHOMAJIMU JIEBBIX OTHE-
JIOB cepiiia (CTeHO3 JIETOYHBIX BEH, TpEeXIMpeacepaHoe
ceple, BpOXAEHHBbIE TOPOKW MUTPAIBHOTO U a0OpTaiib-
HOTO KJIallaHOB, TATOJIOTUSI AYT'M aOpThl), TaK W JIHUC-
¢yHKIMS cucTeMHOTO Xenynouka (puc. 5) [1, 2, 7—15,
20, 27, 28]. [IpuunHO# CUCTONUYECKOW W/WN TUACTO-
JIMYECKON NUCHYHKIIMM CHUCTEMHOTO KeTyJaoyKa MOTYT
OBITH OTHOCHUTEIbHAsI €ro TUIIoIuIa3us, (GuoOpos1acTo3
SHIOKapaa, BbIpaXXeHHas TUIMEPTPOdUs, IITUTEIbHOE
(GYHKIMOHMpPOBaHWE MOP(OJIOrMYeCKr TPaBOro Key-
JI0YKa B HECBOMCTBEHHOW €My CUCTEMHOU LUPKYJISIIINN
W BTOPUYHOE HapylieHWe (QYHKIIMM TIpU PasIUIHbBIX

BPOXIEHHBIX TMOpPOKax (MpU BPOXKIECHHOW TMATOJOTUM
KOpOHApHbIX apTepuil u ap.). Yactora auchyHKuMU
CHUCTEMHOTO XeJyTo4yKa y OOJBHBIX C BPOKICHHBIMU
MOPOKAMU YBEJIUYMBAETCS C BO3PACTOM UM MHOTIA MOXKET
OBbITH CBsI3aHA C TIEPEHECEHHBIMU KapIUOXUPYpPrUde-
cKuMU oreparusamu [27].

Cucronuyeckast AUCHYHKIUS CUCTEMHOTO XKeJy-
JIOYKa — OJHA W3 MPWYMH MOCTKAMWIISPHON JIETOYHO
rutiepTeH3nu. Opaxiust BeIOpoca U/WiK Gpakivs yKO-
POYEHUSI CHCTEMHOTO XKeJTyI04YKa, OlleHeHHbIe METOIaMU
Teiixomba 1 CUMIICOHA, UMEIOT HEKOTOPbIe OTpaHUYe-
HUS — TIPU HEDJTUTICOUTHON TEOMETPUM CHCTEMHOTO
KeJTyI0YKa, TUTIOBOJIEHUH, TSKEIOM MUTPATBHOM peryp-
TUTaluu U ap. B apceHane coBpeMEeHHOTO CreluannucTa
HacyuThIBaeTcs Oosiee 15 METOAMK OLIEHKU CHUCTOIMYE-
CKOI (pyHKUIMM MUOKapaa (TKaHeBast Hormrieporpadusi,
METOIMKA TKAaHEBOTO Cjiefa, TPeXMepHask SXOKapauorpa-
¢us u np.; cM. puc. 5, B).

BrisiBieHre AuacToInvYecKoi TUCGhHYHKIIUA CUCTEM-
HOTO KeJyJo4yKa MOXEeT TIPeICTaBIsITh TPYAHOCTH.
Dxokapauorpapuyeckue KpUTEPUU IMACTOTUIECKOM
IUCHYHKIIMA  MOP(GOJOTUYECKN JIEBOTO  Kelymodyka
Yy B3pOCHIBIX € OWBEHTPUKYJISIPHOW TeMOIMHAMUKON
npuBeneHsl B Tabn. 3 [31]. HopmartuBHas Gaza nua-
CTOJIMYECKON AUCOYHKIUM CHCTEMHOTO KeJymodyKa
MPpU HEKOPPUTUPOBAHHBIX BPOKAEHHBIX TTOPOKaX M MOP-
(oJIOrMYecK MPaBoro CUCTEMHOTO XEeIyIo4yKa He pa3-
paboTaHa.

HuddepenumnanbHas axoKapauorpapudeckast
IWaTHOCTMKA TIpe- W TOCTKAMWJUISIPHOW JIETOYHOM
TUTIEPTEH3WW  OCHOBBIBAeTCS Ha  aHATOMUYECKUX
1 (QYHKIMOHAJIBHBIX W3MeHeHUsX. O mocTKammi-
JIAPHOM THUIIEPTEH3UM CBUAECTENBCTBYIOT YBEJIWUYEHUE
KOHEYHOTO CHUCTOJIMYECKOro pa3Mepa JIeBOro Mpe-
cepausi, OTKJIOHEHUE MEXMPEICEepAHON Meperopoaku
BripaBo, E/A wmutpanpHOro kimamaHa >1; CHUXEHHE

Peak Systolic Strain (Mid)

Puc. 5. BpoxkeHHble MOPOKH cepala ¢ MOCTKANWLISAPHOI JIETOYHOIi runepTen3ueii (COOCTBEHHBI MATEPUAT).

a — TpexmpencepaHoe cepiaie — MeMOpaHa B JIEBOM Npeacepaun; 0 — BPOXKIEHHDII MOAKIANAHHbIA MUTPAJIbHBIN CTEHO03; B — OLEHKA
CHCTOJIMYECKO# (DYHKIIMM CHCTEMHOTO JKeJIy04Ka MeTOANKo# cneki-TpekuHr. Global Strain=—10,2%. 12K — npasblii keyno4ex.
Fig. 5. Congenital heart defects with postcapillary pulmonary hypertension (own material).

a — three atrial heart — a membrane in the left atrium; 6 — congenital subvalvular mitral stenosis; B — evaluation of the systolic
function of the systemic ventricle using speckle tracking. Global Strain=—10.2%.
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Puc. 6. BpoxkieHHbIe HOPOKH Cepala ¢ YHUBEHTPUKYJISPHOI reMOIMHAMUKOIA.

a — OIeHKA [aBJIeHHs B JIETOYHOIl apTepun mocje onepanun OoHTEHA MO CKOPOCTH KPOBOTOKA HA (heHECTPANH MeKIy KOHIYH-
TOM M apTepPUAJILHBIM NpeacepaneM (CoOCTBEHHbI MaTepra); 0 — BbIpaXKeHHAsI HEAOCTATOYHOCTh OOMIEr0 ATPHOBEHTPUKYJISIPHOTO
KJIANAHA NPH MOJIHOI ()opMe ATPHOBEHTPUKYJISIPHOTO KAHAJIA C THIONIIA3MEil JIEBOTO XKeJyI04Ka KaK MPUYMHA MOCTKANMLISPHOM
JIETOYHOIi TUNEPTEH3UH NOCJIe IBYHANPABJIEHHOTO KABOMY/JIbMOHAJILHOTO aHacToMo3a [34].

Fig. 6. Congenital heart defects with univentricular hemodynamics.

a — assessment of the pressure in the pulmonary artery after the Fontan operation by the blood flow velocity on the fenestration
between the conduit and the atrial artery (own material); 6 — severe insufficiency of the common atrioventricular valve as a cause
of postcapillary pulmonary hypertension after a bidirectional cavopulmonary anastomosis with a full form of the atrioventricular canal
with left ventricular hypoplasia [34].

NBMKEHUSI MUOKapja JIEBOTO KeJydouykKa Ha YpPOBHE
(ubOpo3HOTO KOJIblIa B PAaHHIOW AMACTOJY B peXMMeE
TKaHeBoi nornruieporpacdun (E’) m oTHouieHue paH-
HEIMACTOJMYECKUX  CKOPOCTEH  TpaHCMUTPAJbHOTO
MMOTOKA K IBIKEHWIO MUOKapaa Ha ypoBHE GUOPO3HOTO
KOJIblIa MUTpajbHOro KiaanaHa >10 [31, 32, 33].

VY mnamnmeHTOB ¢ HEKOPPUTMPOBAHHBIM (YHKIIMO-
HaJIbHO €IMHCTBEHHBIM XeJIyTO0YKOM ceplia 0e3 cTeHo3a
JIETOUHON apTepuM CKOPOCTb pEryprutaiud Ha aTpuo-
BEHTPUKYJSIPHBIX KJallaHaX OTpakaeT CHUCTOJIMYECKOe
JaBJIeHE B CUCTEMHOM KeJTyJ0UKe 1 JIESTOYHOM apTepuu,
MPU CTEHO3€ JIETOYHOI apTepruM — TOJIBKO B CUCTEMHOM
xkenymouke [1, 20, 27]. Iloanerouynslii CTEeHO3 Y OOJIBHBIX
C IBYTIPUTOYHBIM JIEBBIM KEJTyTOUKOM M aTpe3ueii TpUKy-
CMUAAIBHOTO KJIarnaHa C AUCKOPAAHTHBIM BEHTPUKYJIO-
apTepuagbHbIM COOTHOIIIEHNEM MOXET ObITh 00YCIOBJICH
PECTPUKTUBHBIM MEXKETYI0UKOBBIM edekToM [27].

TTocne onepanun MoHTeHa NMPU LUPKYJISALUU, 00e-
CIIeYMBaEeMOM EIMHCTBEHHOM KeJyIOYKOBOM KaMepoii
B JIBYX TTOCJIE0BATEIbHO 3aMKHYTBIX Kpyrax KpoBooOpa-
IIEHMS, JIETOYHBI KPOBOTOK OCYIIECTBIISIETCS 3a CYET
MPSIMOTO TTOCTYTIJICHUSI KPOBU M3 CUCTEMHBIX BEH, a Olle-
HUTb JIaBJICHUE B JISTOYHOM apTePUU METOIOM IXOKapI-
orpacduu Henb3s [1, 2, 14, 27, 28]. OqHako 1pyu HATUYUA
deHecTpalu MeXIy TYTSIMH OTTOKAa KPOBU B JIETOY-
HYIO apTepuio U apTepualbHBIM TpeAceparueM KOCBEH-
HOe TIpe/iCTaBlIeHNe O NaBJICeHWU B MajioM Kpyre KpoBO-
00pallleHNs1 COCTaBUTh MOXKHO: B OTCYTCTBUE TPUYWH
JUTSE  TIOCTKANTWJUISIPHOM JIETOYHOM TUIIEPTEH3UU CKO-
pocTh KpOoBOTOKA Ha ¢deHecTpauuu >1,8 M/c cBUAETEb-
CTBYET O BEeHO3HOI TMIepTeH3un (puc. 6, a) [27].

IMocTkanmuasipHast JIeTOYHasI TUTIEPTEH3US
MpU  BPOXIEHHBIX TTOPOKAaX C YHUBEHTPUKYJISIPHOM
TeMOJIMHAMUKON MOXeT ObITh OOYCIIOBJIeHA KaK aHaTo-
MHWYECKMMM KOMITOHEHTaMU TIOpoKa (PeCTPUKTUBHOE

Tabauya 3. DxokapauorpaduyecKne KpUTEPUH TUACTOIMIECKON AUCHYHKINH CHCTEMHOTO MOP(OIOTHIECKH JIEBOTO JKeTyI0YKa

Y B3pOCJIBIX ¢ OMBEHTPUKYJISAPHOI reMoaunamMuKoii [31, 32]

Table 3. Echocardiographic criteria for diastolic dysfunction of the systemic morphologically left ventricle in adults with

biventricular hemodynamics

ITapamerp Hopma I crenenn 11 cTenenn III crenenn
Penakcarius neBoro xxeayaouka Hopwma Hapyiena Hapymiena  HapyiieHa
JlaBieHue B JIEBOM MpeIcepauu Hopma Hopma [ToBbimieHo  IToBbIIIEHO
MurtpansHoe E/A >0,8 <0,8 0,8—2,0 >2,0
Cpennee E/E’ <10 <10 10—14 14
Ll;[;ylzo;?g CKOPOCTb TPUKYCIIUIAbHON peryprura- <28 2.8 2.8 2.8
WHIeKCMPOBaHHBI 00bEM JIEBOTO TIPEICEPANST, MIT/M> Hopma  Hopwma uiu noBbliieH TloBbIlIeH [ToBellIeH
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MEXIIPECEPIHOE COOOIeHUE MPU aTPe3urd WIM CTe-
HO3€ apTepuaJbHOrO aTPUOBEHTPUKYJISIPHOTO KJlanaHa),
TaK M HapyuieHueM (QYHKIIMM eIUHCTBEHHOTO >KeJy-
JIOYKa W aTPUOBEHTPUKYISIPHBIX KiIarmaHoB (puc. 6, 6)
[14, 27, 28]. TinaTenbHast OlleHKa CUCTOJIMYECKOM U ua-
CTOIMYECKON (PYHKIIMM EIMHCTBEHHOTO JKeJydouka
W aTPUOBEHTPUKYJISIPHBIX KJalaHOB KpaiiHe BaxKHa
IS UCKJTFOUEHUST TIOCTKAMWJUISIPHOTO TeHe3a JIETOUHOM
runepTeH3un mocie oneparny GoHTeHA.

BosmokHocTH 9X0Kaparorpadyuu B AMAarHOCTHUKE Cer-
MEHTApHOM JITOYHOI TUIIePTEH3UN OTPaHUYEHBI: MOXHO

JINTEPATYPA (REFERENCES):

1. Lai W.W., Mertens L.L., Cohen M.S., Geva T. Echocardi-
ography in pediatric and congenital heart disease. From Fe-
tus to Adult. Second Edition. New Delhi: Wiley Blackwell;
2016: 929

2. Anderson R.H., Baker E.J., Penny D.J., Redington A.N., Rig-
by M.L., Wernovsky G. Paediatric cardiology. Third edition.
Churchill Livingstone: Elsevier; 2009: 1344

3. Lang RM., Badano L.P., Mor-Avi V., Afi lalo J., Armstrong A.,
Ernande L. et al. Recommendations for Cardiac Cham-
ber Quantification by Echocardiography in Adults: An Up-
date from the American Society of Echocardiography and
the European Association of Cardiovascular Imaging. J] Am
Soc Echocardiogr. 2015; 28 (Issue 1):1-39. DOI: 10.1016/
j.echo.2014.10.003

4. Rudski L.G., Lai W.W., Afi lalo J., Hua L., Handschumach-
er M.D., Chandrasekaran K. et al. Guidelines for the Echocar-
diographic Assessment of the Right Heart in Adults: A Report
from the American Society of Echocardiography Endorsed by
the European Association of Echocardiography, a registered
branch of the European Society of Cardiology, and the Ca-
nadian Society of Echocardiography. J Am Soc Echocardiogr
2010; 23:685—713. DOI: 10.1016/j.ech0.2010.05.010

S. Zaidi A., Knight D.S., Augustine D.X., Harkness A., Oxbor-
ough D., Pearce K. et al. Echocardiographic assessment of the
right heart in adults: a practical guideline from the British So-
ciety of Echocardiography. Echo Res Pract 2020; 7(1): G19—
G41. DOI: 10.1530/ERP-19-0051

6. Skinner G.J. Echocardiographic Assessment of Pulmo-
nary Arterial Hypertension for Pediatricians and Neo-
natologists. Front Pediatr 2017; 5: 168. DOI: 10.3389/
fped.2017.00168019)

7. Jlero4yHasi TUNIEPTEH3UsI, B TOM YUCJIe XpPOHUYECKasi TPOMOO-
sM0boJIMYecKas JierouHasl rurepreHsusi. Poccuiickue KimHu-
yeckue pekomeHaauu, 2020. JoctynHo no cebike: https://
cr.minzdrav.gov.ru/recomend/159 1. Ccplika  aKTUBHA
Ha 02.07.2021. [Pulmonary hypertension, including chronic
thromboembolic pulmonary hypertension. Russian clinical
guidelines, 2020. (in Russ.)]

8. Yazoea U.E., Mapmuviniok T.B., Baauesa 3.C., Asuzoe B.A.,
bapbapaw O.JI., Becenosa T.H. u dp. EBpasuiickue Kiu-
HMUYECKHUE PEKOMEHJALMM 10 AMArHOCTUKE W JICUEHUIO
sieroyHoit runeprensun, 2019. EBpasuiickuii Kapauosio-
rudyeckuii xypHan. 2020; 1: 78—124. [Chazova I.E., Mar-
tynyuk T.V., Valieva Z.S., Azizov V.A., Barbarash O.L.,
Veselova T.N. et al. Eurasian clinical guidelines on diagnosis
and treatment of pulmonary hypertension, 2019. Evraziiskii
kardiologicheskii zhurnal. 2020; 1: 78—124. (in Russ.)] DOI:
10.24411/2076-4766-2020-10002

9. Galié N., Humbert M., Vachiery J.L., Gibbs S., Lang I., Tor-
bicki A. et al. 2015 ESC/ERS Guidelines for the diagnosis
and treatment of pulmonary hypertension: The Joint Task
Force for the Diagnosis and Treatment of Pulmonary Hy-

JIAIIIB TIPEAITONIOXUTh HATMIMe CUCTEMHO-JIETOYHBIX KOJI-
Jarepaieii. B To ke Bpems ienatoTcst MOnbITKM KOCBEHHO
CYJIUTDH O TSKECTH JIETOYHO-COCYIMCTON OOJIE3HU B KpO-
BOCHa0KaeMbIX KOJIJIaTepasIsiIMU CErMEeHTaX JIETKUX ITyTeM
M3MEpPEHMST CKOPOCTH KPOBOTOKA B YCThe KOJUIATEpaJIn:
CKOPOCTh >4 M/C MOXET CBUIIETEILCTBOBATD JIMOO O CTe-
HO3e KoJjulatepaid (B M3BECTHON Mepe 3allluIaloiieM
OT JIETOYHOW TUMEPTEH3MU), JIMOO O BBICOKOW, HO ellle
TUTIEPBOJIEMUYECKOU TUTIepTeH3nu [27].

pertension of the European Society of Cardiology (ESC)
and the European Respiratory Society (ERS): Endorsed by:
Association for European Paediatric and Congenital Cardiol-
ogy (AEPC), International Society for Heart and Lung Trans-
plantation (ISHLT). Eur Heart J 2016; 37(1): 67—119. DOI:
org/10.1093/eurheartj/ehv317

10. Frost A., Badesch D., Gibbs J.S.R., Gopalan D., Khan-
na D., Manes A. et al. Diagnosis of pulmonary hyper-
tension. Eur Respir J 2019; 53(1). pii: 1801904. DOI:
10.1183/13993003.01904-2018

11. Rosenzweig E.B., Abman S.H., Adatia 1., Beghetti M., Bon-
net D., Haworth S. et al. Paediatric pulmonary arterial hyper-
tension: updates on definition, classification, diagnostics and
management. Eur Respir J 2019; 53 (1): pii: 1801916. DOI:
10.1183/13993003.01916-2018

12. Vachiéry J.L., Tedford R.J., Rosenkranz S., Palazzini M.,
Lang 1., Guazzi M. et al. Pulmonary hypertension due to left
heart disease. Eur Respir J 2019; 53(1): pii: 1801897. DOI:
10.1183/13993003.01897-2018

13. Jlerounas tumepTeH3us y nmereil. Poccuiickme KiIMHUYE-
ckue pekoMmeHaauuu, 2017. loctynHo no cebiike: https://
dzhmao.ru/spez/klin_recom/neonatologiya/legochnGiper.
pdf1 Cebuika noctyrnHa Ha 02.07.2021. [Pulmonary hyperten-
sion in children. Russian clinical guidelines, 2017. (in Russ.)]

14. TunepTeH3MOHHAasl cocyaucTas Oo0Jie3Hb JIETKHUX, ac-
COLMMPOBAHHAS C BPOXAEHHBIMU TMOPOKAMHU Cepilia,
y nereir. Poccuiickue KIMHUYECKHE PEKOMEHAAIUH,
2018. JloctymHo 1o ccbuUike: https://cr.minzdrav.gov.
ru/recomend/50 1. Ccpuika moctynmHa Ha 02.07.2021.
[Hypertensive pulmonary vascular disease associated with
congenital heart diseases in children. Russian clinical
guidelines, 2018. (in Russ.)]

15. Hansmann G., Koestenberger M., Alastalo T.P., Apitz C., Aus-
tin E.D., Bonnet D. et al. 2019 updated consensus statement
on the diagnosis and treatment of pediatric pulmonary hy-
pertension: The European Pediatric Pulmonary Vascular
Disease Network (EPPVDN), endorsed by AEPC, ESPR
and ISHLT. J Heart Lung Transplant 2019; 38(9): 879—901.
DOI: 10.1016/j.healun.2019.06.022

16. Koestenberger M., Apitz C., Abdul-Khaliq H., Hansmann G.
Transthoracic echocardiography for the evaluation of children
and adolescents with suspected or confirmed pulmonary hy-
pertension. Expert consensus statement on the diagnosis and
treatment of paediatric pulmonary hypertension. The Euro-
pean Paediatric Pulmonary Vascular Disease Network, en-
dorsed by ISHLT and D6PK. Heart. 2016; 102 Suppl 2: iil4—
22. DOI: 10.1136/heartjnl-2014-307200

17. Amsallem M., Sternbach J.M., Adigopula S., Kobayashi Y.,
Vu T.A., Zamanian R. et al. Addressing the controversy of es-
timating pulmonary arterial pressure by echocardiography.
J Am Soc Echocardiogr. 2016; 29: 93—102. DOI: 10.1016/j.
echo.2015.11.001

POCCUCKWIA BECTHUK NMEPUHATOJIONMW U MNEANATPUM, 2021; 66:(6)

ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(6)

31




OBb30Pbl JINTEPATYPbI

18.

19.

20.

21

22.

23.

24.

25.

26.

R

Yock P.G., Popp R.L. Noninvasive estimation of right ventric-
ular systolic pressure by Doppler ultrasound in patients with
tricuspid regurgitation. Circulation 1984; 70: 657—662. DOI:
10.1161/01.CIR.70.4.657

Fisher M.R., Forfia P.R., Chamera E., Housten-Harris T.,
Champion H.C., Girgis R.E. et al. Accuracy of Doppler echo-
cardiography in the hemodynamic assessment of pulmonary
hypertension. Am J Respir Crit Care Med 2009; 179(7): 615—
621. DOI: 10.1164/rccm.200811-16910C

Rimington H., Chambers J.B. Echocardiography. A practical
guide for reporting and interpretation. Third edition. CRC
Press; 2016: 246

. Abraham S., Weismann C.G. Left ventricular end-systolic

eccentricity index for assessment of pulmonary hyperten-
sion in infants. Echocardiography 2016; 33: 910—915. DOI:
10.1111/echo.13171/

Forfia P.R., Fisher M.R., Mathai S.C., Housten-Harris T.,
Hemnes A.R., Borlaug B.A. et al. Tricuspid annular displace-
ment predicts survival in pulmonary hypertension. Am J Re-
spir Crit Care Med 2006; 174(9):1034—1041. DOI: 10.1164/
rccm.200604-5470C

Gurudevan S.V., Malouf P.J., Kahn A.M., Auger W.R., Walt-
man T.J., Madani M. et al. Noninvasive assessment of pul-
monary vascular resistance using Doppler tissue imaging
of the tricuspid annulus. J Am Soc Echocardiogr. 2007;
20(10): 1167—1171. DOI: 10.1016/j.echo.2007.02.004

De Castro S., Cavarretia E., Milan A., Caselli S., Di Angelan-
tonio E., Vizza Carmine D. et al. Usefulness of tricuspid an-
nular velocity inidentifying global RV dysfunction in patients
with primary pulmonary hypertension: a comparison with
3D echo-derived right ventricular ejection fraction. Echo-
cardiography 2008; 25(3): 289—-293. DOI: 10.1111/j.1540-
8175.2007.00587.x

Friedberg M., Merten L. Tissue velocities, strain, and strain
rate for echocardiographic assessment of ventricular func-
tion in congenital heart disease. Eur J Echocardiogr 2009; 10:
585-593. DOI: org/10.1093/ejechocard/jep045

Eidem B.W., McMahon C.J., Cohen R.R., Wu J., Fin-
kelshteyn 1., Kovalchin J.P. et al. Impact of cardiac growth
on Doppler tissue imaging velocities: a study in healthy chil-

IMoctymmma: 27.07.21

Kougpauxm unmepecos:

Aemopbt danHoil cmambu hoOmMeepounUu Omcymcmeaue KoH-
(aukma unmepecos u PUHaAHCOB0I NOOOEPIHCKU, O KOMOPbIX
Heobxo0umo coobujums.

27.

28.

29.

30.

31

32.

33.

dren. J Am Soc Echocardiogr 2004; 17(3): 212—221. DOI:
10.1016/j.ech0.2003.12.005

Moceri P., Li W., Dimopoulos K. Echocardiography in the
Diagnosis and Follow-Up of Patients with Pulmonary Arte-
rial Hypertension Associated with Congenital Heart Disease.
In: Dimopoulos K, Diller GP (eds). Pulmonary Hypertension
in Adult Congenital Heart Disease. Springer; 2017: 163—179.
DOI: 10.1007/978-3-319-46028-4

lopbauesckuii C.B., Ilmanrvy A.A., Ilromuuxosa JI.P. Jle-
rovYHasi TMIEPTEH3Us y JeTeil ¢ BPOXIEHHBIMU IOPOKa-
mu cepaua. Mocksa: Kenp; 2018: 91. [Gorbachevsky S.V.,
Shmalts A.A., Plotmikova L.R. Pulmonary hypertension
in children with congenital heart disease. Moscow: Kedr;
2018: 91 (in Russ.)|

Moceri P., Kempny A., Liodakis E., Alonso Gonzales R., Ger-
manakis 1., Diller G.P. et al. Physiological differences be-
tween various types of Eisenmenger syndrome and relation to
outcome. Int J Cardiol 2015; 179: 455—460. DOI: 10.1016/
j.jcard.2014.11.100

Moceri P., Iriart X., Bouvier P., Baudouy D., Gibelin P.,
Saady R. et al. Speckle-tracking imaging in patients with
Eisenmenger syndrome. Arch Cardiovasc Dis 2016; 109(2):
104—112. DOI: 10.1016/j.acvd.2015.11.013

Nagueh S.F., Smiseth O.A., Appleton C.P., Byrd B.F.,
Dokainish H., Edvardsen T. et al. Recommendations
for the Evaluation of Left Ventricular Diastolic Function by
Echocardiography: An Update from the American Society
of Echocardiography and the European Association of Car-
diovascular Imaging. J Am Soc Echocardiogr 2016; 29: 277—
314. DOI: org/10.1016/j.ech0.2016.01.011

Augustine D.X., Coates-Bradshaw L.D., Willis J., Harkness A.,
Ring L., Grapsa J. et al. BSE pulmonary hypertension guide-
line. Echo Res Pract 2018; 5 (3): G11-G24. DOI: 10.1530/
ERP-17-0071

boxepus JI.A., bapviunukosa H.IO., Ilopbauesckuii C.B.
Dxokapauorpadusi B JMArHOCTUKE M OLIEHKE JIerOYHOM
rurepTeH3un. YdyebHoe mocobue. Mocksa, 2017; 54 ¢
[Bokeriya L.A., Baryshnikova I.Yu., Gorbachevsky S.V. Echo-
cardiography in the diagnosis and assessment of pulmonary
hypertension. Tutorial. Moscow, 2017; 54 p. (in Russ.)]

Received on: 2021.07.27

Conflict of interest:
The authors of this article confirmed the lack of conflict
of interest and financial support, which should be reported.

POCCUVICKVIA BECTHUK MEPUHATOJIOMMW U MEANATPUM, 2021; 66:(6)
ROSSIYSKIY VESTNIK PERINATOLOGII | PEDIATRII, 2021; 66:(6)




