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CHVWXEHWUE NPOA0NIbHON AE®OPMALA MUOKAPLA —
PAHHWUA OWATHOCTUYECKWUN NPN3HAK

AUCOYHKLIMK XKENYA04KOB MPU CNOXXHOM BPO)XXAEHHOM
MOPOKE CEP/IL|A (CUIHAPOM BERRY).

ONMUCAHUE KNUHUYECKOIO CNYYAS

f

REDUCED GLOBAL LONGITUDINAL
STRAIN IS AN EARLY DIAGNSTICAL SIGN
OF VENTRICULAR DYSFUNCTION

IN COMPLEX CONGENITAL HEART DEVICE
(BERRY SYNDROME). DESCRIPTION

OF A CLINICAL CASE

V. Sakovich
D. Drobot
M. Gankin

Summary. According to 2-D echocardiography, the child with Berry
syndrome had no signs of dilation or hypoplasia of the heart chambers,
no signs of their dysfunction (LVEF 67 %, RV Fl 35 %). However, a
decrease in the longitudinal deformation of the ventricular myocardium
was detected (GLS LV-15, GLS RV-18). The child underwent urgent radical
surgery: Formation of an anastomosis between the ascending and
descending aorta. Closure of the aortopulmonary window with an Ecoflon
patch. Ligation of the patent ductus arteriosus. Suturing of the atrial
septal defect. The postoperative period was uneventful. The child was
transferred from the intensive care unit on the 2nd day, discharged from
the hospital on the 9th day after the surgery in a satisfactory condition,
without signs of heart failure. 2D echocardiography parameters and
ventricular longitudinal deformation parameters corresponded to the
normative ones (LVEF 66 %, RV EF 44 %, LV GLS-21, RV GLS-22).

Keywords: aortopulmonary window, aortopulmonary septal defect, aortic
arch rupture, open ductus arteriosus with retrograde blood discharge,
global longitudinal strain.
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BcTynneHve

KOTOPOM MIMeEeT MeCTO MOJIHbIV NepepbiB cocyaa, Npu
3TOM ANCTaJIbHbIE YYACTKN KPOBOCHAGXKAOTCA 3a CUeT
KOMMYHMKALWIA (OTKPbITBIN apTePUanbHbIi MPOTOK) UNv
Konnatepanei. MepepbiB 4yrn aopTbl — JOCTaTOUHO peKni
BPOX/EHHbIN MOPOK CepLa, YacTo coyeTaeTca ¢ aedpekTom
MEXKENYAOUYKOBOI NeperopoiKn 1 OTKPbITbIM apTeprab-

I—I epepbIB Ayrn aopTbl — MOPOK Pa3BUTUA aopTbl, Npu

Cepus: EcmecmeeHHble u mexHuU4Yeckue Hayku N° 6 utoHs 2025 2.

Cakoeuy Bumanuti Banepoesuy

8pay ¢pyHKyuoHaneHol duazHocmuku, OIbY3 @edepaneHsili
yeHmMp cepoe4yHo-cocyoucmou xupypeuu, 2. KpacHospck;
OrbOYBO KpacHosapckuli 20cydapcmeeHHbIl MeOUYUHCKUU
yHUBepcumem umeHu npogeccopa B.®. BoliHo-AceHeykozo
kovichvitaly@gmail.com

Apo6om mumputi bopucosuy

Jokmop meduyuHcKux Hayk, npogeccop,

Orby3 ®edepaneHsili yeHMp

cepOeyHoO-cocyoucmodl xupypeuu, 2. KpacHosapck;

OrbOYBO KpacHosapckuli 20cydapcmeeHHbIl MeOUYUHCKUU
yHUBepcumem umeHu npogpeccopa B.®. BoliHo-fAceHeykozo,
2. KpacHosapck

Fankun Mapk Ucakoesuy

KaHouoam meduyuHckux Hayk, OIbY3 @edepasneHsil yeHmMp
cepOeyHo-cocyoucmou xupypeauu, 2. KpacHoapck

AnHomayus. Y pebeHka ¢ cuiapomom Berry no aantbim 2-D IXOKT otcyTcTBO-
BaNu NpU3HaKKM Aunatauum UM runonnaum nonocTeil cepaua, OTCyTCTBOBaNM
npu3Hakn ux aucdyrkumm (OB JIK 67 %, OU S TIK 35 %). Ho 6bino obHapyxeHo
CHUKEHUe MPOAOAbHOA AepopmaLuy MuoKkapaa xenypoukos (GLS LV-15, GLS
RV-18). PebeHKy 6bina BbinonHeHa CpouHaA pagukanbHaa onepauus: Gopmu-
pOBaHIe aHACTOMO3a MexJy BOCXOAALLeN U HUCXoAALLell aopToii. 3aKpbiTue
0pTONEroYHOT0 OKHA 3annatoil «JKoGNoH». JIurupoBaHme OTKpLITOro apTepu-
anbHOTO NPOTOKa. YiunBaHue fedekTa MexnpeacepaHoii neperopoaku. lMocne-
onepaLuoHHblii nepuog npoTekan 6e3 ocnoxHeHui. PebeHok nepeeéH u3 na-
NaTbl peaHNMaLMn Ha 2-e CyTKIA, BbINMCAH U3 CTallnoHapa Ha 9-e cyTKI nocne
onepauuy B yA0BNeTBOPUTENbHOM COCTOAHIM, 6e3 npu3HakoB CH. Mokasatenn
2D XOKI 1 noka3atenu npoponbHoii AedopmaLiyi xenya0uKoB CO0TBETCTBOBA-
nn HopmaTmaHbIM (OB JTXK 66 %, ON S T 44 %, GLS LV-21, GLS RV-22).

Kntoyesble cn08a: aopTonerouHoe okHO, Ae)eKT aopToNerouHoii NeperopoaKi,
nepepbIB iyl a0PTbI, OTKPbITHIN apTepuainbHbIil IPOTOK ¢ PETPOrpaaHbIM COpo-
COM KpoBH, IMobanbHas NpopioNbHas AedopmaLing Miokapaa.

HbIM NPOTOKOM. Yallie BCEro 310 BEAET K NeperpysKe npaBo-
ro »kenygouka [14]. [lo 3akpbITia apTepranbHOro NpoToKa
KNMHMYEeCKaa CMMMATOMATUKa MOPOKa MOXET He onpepe-
nAaTbca. Mopok MaHndecTUpyeT Npu 3akpbiTUK apTepuanb-
HOrO MPOTOKA TAXENON CepAeYHON HefOoCTaTOYHOCTbIO
(TaxmnHO3, TaxmkKapauA, OTKas OT efpl, netaprus). [15,16]

HedekTt aopTtonerouHoli neperopoaku (JAJM) — Bpox-
JeHHbIN nopok ceppua (BMNC), xapaktepusyowninca Hanm-
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yrem coobLyeHnA (OKHa) Mexay npuieranLmmy YacTamum
BOCXOAALLEN aopTbl M NIErOYHbIM CTBOJIOM MPY HanMuum
[BYX pa3fenbHO cGOPMUPOBaHHbIX MOMYNYHHbIX KlanaHoB.
CVIHOHMMbI: a0PTONEroYHOE OKHO, aopTosneroyHas GucTyna,
deHecTpauus nnmn centanbHbIN epeKT, A0PTUKO-NTEroYHOe
OKHO, ¢uctyna, deHectpauma unu cenTanbHbil AedekT.
AopTOneroyHoe OKHO yallle BeAeT K Aunatauuu nonocTtu
JIK (no npuHumny remogmHamukmn 3Haummoro OAI) [17].
M3meHeHnA co cTopoHbl [TXK BbipaXkaloTcA B €ro KOHLEeHTpY-
yeckol runeptpoduru, NOCKONIbKY Harpy3ka Ha MuoKapg
MX nponcxogmT 3a cueT paboTbl B YCIOBUAX NMOBbILLEHHOTO
naBneHua. O6beMHas neperpyska MK oTcyTcTBYeT, T.K. Na-
Tonornyecknii copoc Kposu 13 Ao B JTIA MponCXoaunT BbiLLE.
OpHako, co ctopoHbl JIXK nmeetcs n ob6beMHasa neperpys-
Ka, NOCKOMNbKY NOCTOAHHBIN copoc Kposu B MKK npusoaut
K gunartaumuv nepsoro. B yactu cnyyaeB 3TO MOXeT NpuBo-
ONTb K Pa3BUTUIO CEPAEYHON HeJOCTaTOYHOCTM YXKe B paH-
HeMm Bo3pacTe [18].

Llenb uccnedo8aHus — QEMOHCTPALMS CHUKEHNUS NMOKa-
3aTenen npofosibHoM fAedopMaLMm MUoKapaa »efnyfouKkoB
ceppua — Kak paHHUN Npur3Hak AMcOYyHKUMM MUOKapha
Yy HOBOPOXAEHHOro pebeHKa CO CNOXKHbIM BPOMAEHHbIM
nopokom cepgua (cuHppom Berry), ¢ Hopmanusaumen 3Tmx
napameTpoOB B PaHHEM MocsieonepauroHHOM nepuoae no-
cne pagnKanbHOM XNPYPrmyeckon KoppeKkumm nopoka.

STU4eCKuin acnekT

MHbopmmpoBaHHOe cornacne poputenein pebeHka
Ha Ny6MKaLuio NCToprmK ero 601e3HN NOMYYEHO.

OnucaHne cay4Yas

26.11.2023 rofa B AeTcKmin npremMHblii noko Orby3 oL
CCX 1. KpacHospck 6puragoin PKLL 6611 focTaBneH manbumk
O. 4-x gHen n3 nepuHaTanbHOro ueHTpa r. Kbisbina B TA-
Xenom coctoaHun, Ha VBJ1. PebeHOK OT 5 6epeMeHHOCTH,
5 popos B 40 Hep. Bec npu poxaeHunn 3430 rp, pocT 50 cm,
oueHKa no wkane Anrap 7/10 6annos.

Ha 4-e cyTkn nocne poKAeHWA OTMeYeHbl BASOCTb,
ofblWwKa, AecaTypauua Ao 80 %. PebeHok nepeBepeH
Ha WBJ1. BoinonHeHo 3XOKI, 3anofo3peHbl: KoapKTauumsa
aopTbl? ABonHaAa gyra aoptbl? OO0. HauaTta HenpepbiBHaA
nHdy3mnA BasanpocTaHa. Ha MOMeHT nocTynneHus Bec pe-
6eHKa 3,25 Kr, pocT 50 cm.

Ha nposefeHHON B ycnoBuaAX CneLuan3npoBaHHOrO
LeHTpa TPpaHCTOpaKa/ibHON 3XOoKapauorpadum 6ol Auna-
rHOCTMPOBaH CMHAPOM Berry: nepepbiB Ayrn aopTbl, YTO,
B TUMWYHOM CJlyyae, JOJIXKHO 6b110 6bl MPYBECTW K FUMo-
nnasum JIXX ¢ runeptpoduren ero cteHoK. Takxke 6b110 06-
Hapy>eHO remMoAuHaMMYeCcKn-3HauMMoe aopToNeroyHoe
OKHO co cbpocom Kposu B JIA (6e3 conyTctytowmx BMC
aopToJIeroyHoe OKHO BedeT K gunatauum JIXK). Takum obpa-
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30Mm, JI?K He ncnbITbiBan 3aTpyAHEHUI NPU CUCTONINYECKOM
OMOPOXHEHUN, TaK KaK, BCTpeyas NpenatcTBrve B obnactu
nepepbiBa aopThbl, BECb 06bEM KPOBU YCTPEMAANCA Yepes
aopToneroyHoe okHo B J1A (3TM 06bACHAETCA OTCYTCTBME
runeptpodnm muokapga J1XK), npenBapuTenbHO MOJHO-
LIEHHO 3arMoJiHAACb B AMACToNy (4TO MCKMYaNo ero rmno-
nnasuo). [emogrHaMnyecKkr-3HauMMbIA OTKPLITbIA apTepu-
anbHbIN NPOTOK CO COPOCOM KPOBM B HUCXOAALLYIO aOpTy
B 06X0f OTCYTCTBYIOLLEro CerMeHTa aopThbl (UTO ABNANOCH
BUTaNnbHON deTanbHON KOMMYHMKauuen) He npuBOAun
K gunatauum JIXK (Kak npy TUNWYHOM TeUyeHun 6OoNbLIOro
OAIl), a nuwWb AOMNONHUTENIBHO KOMMEHCUPOBaN BO3MOX-
Hyto runoBonemuio JIXK. BTOpUYHBIN aedeKT Mexnpencepa-
HOM Meperopofku, HefoCTaTOYHOCTb TPUKYCMMAATbHOIO
KnanaHa 2 cTeneHu, BbiIcoKas fierouHas runepteHsus (CONA
92 MM.PT.CT.).

[narHo3 6bin noaTBepKAeH pesynbTaTaMu KOMMboTep-
How Tomorpadum. CraHgapTHble DXOKI-napameTpbl yka-
3blBa/IN HA OTCYTCTBUE AMNCPYHKLMM XKelyaoukoB cepaua
(DB J1XK 67 %, ON S XK 35 %). OgHako npu onpeaeneHnm
npofosibHON Aedpopmaunn Xenyaoukos 6bino obHapyxe-
HO CHVXeHue 3Tux napameTpos. GLS LV-17 — BepoATHan
neperpyska JIXK 3a cuet aopto-neroyHoro okHa. GLS RV-
15 — BepoATHaa neperpy3ka K 3a cuet nepepbiBa ayru
aopTbl C OTKPbITbIM apTepuranbHbiM NPOTOKOM. [okasaTenn
npononbHou aedopmauun Npeacepamnii He OTKIOHANNCH
OT HOPMaTMBHbIX 3HauYeHui (GLS LA 20, GLS RA 23) — Bepo-
ATHO, 3TO FOBOPWIO 06 OTCYTCTBUYM MOBBILIEHHBIX NpPeaHa-
rPY30K Ha »enyaoukn. PebeHKy Obina BbINMOfHEeHa CPoYHas
paavKkanbHaa onepauua: B ycnosuax MK ¢ ncnonb3osanu-
eM KpoBAHOW aHTerpagHon Kapguonnerum n ANMM cdop-
MMPOBaH aHaCTOMO3 MeXay AYrov 1 HUCXOoAALen aopTon.
Mocne pem3nn AoK mn npasown JIA 3aKpbITO aopToneroy-
HOe OKHO 3annaTol «3KOdNOoH». JIUrmpoBaH OTKPLITLIN ap-
TepuanbHbIl NPOTOK. YWnT pedekT MexnpencepnHon
neperopofkn. CepaeyHan feATeNbHOCTb BOCCTaHOBUACh
CaMOCTOATENbHO Yepe3 NPaBUbHbIN CepAeYHbIn pyuTMm. o-
cneonepauuoHHbI Nepuop npoTekan 6e3 OCNoXHEeHW.
PebeHoK nepeBenéH 13 nanatbl peaHMMaLnmn Ha 2-e CYTKM,
BbIMMCaH M3 CTaLMOHapa Ha 9-ble CYTKM Nnocsie onepauumn
B YOBNETBOPUTENBHOM COCTOAHUK, 63 Npr3Hakos CH. Mo-
kazaTtenu 2D IXOKI n nokasatenu npogonibHon gedopma-
LMK >KenyQoYyKoB COOTBETCTBOBANM HOpMaTuBHbIM (OB JIXK
66 %, OU S 1K 44 %, GLS LV-21, GLS RV-22)

Auvckyccna

MNepepblB Ayrn aopTbl C OTKPbITbIM apTepurasibHbIM MPo-
TOKOM yallle BCero BefeT K gunaTtauun rnpasblX OTAENOB
ceppua [1].

l[emoAMHaMUYeCKN-3HAUMMOEe  aOpPTOJNIErOYHOE  OKHO
Yallle BCero BeAeT K gunaTauunm neBbix OT4eNoB cepgua [2].

B naHHOM CJlydae npexge scero 6binu KOHCTAaTUPOBaAHbI
HOpPMalibHbl€ pa3mepbl nonocrten cepaua.

Cepus: EcmecmeeHHble u mexHuU4Yeckue Hayku N° 6 utoHb 2025 2.
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Puc. 1. 2-D 2XOKT. 4-kamepHasa no3nuums.
MonocTtn ceppua He yBeninyeHbl

MepepbiB Oyr aopTbl MPenATCTBOBaN 3arosIHEHWIO
HUCXOZALWEN aopTbl M3 JIEBOro Kenygouyka. Ho 6onblioe
A0pTO-JIeroyHoe OKHO MO3BONANO 6eCcnpPenATCTBEHHO OMNo-
POXHATLCA NEBOMY »KENYAOUKY B JIEFOUHYI0 apTepuio. Huc-
XOAALLasA aopTa 3aMnoJIHANACh 13 OTKPbLITOro apTepranbHOro
NPOTOKa C peTporpagHbiM cOpocom KpoBu. AOpPToNeroyHoe
OKHO MPYBOANIIO K 3HAYNMOW rMNepBOSIEMUN MaSIoro Kpyra
KpoBooOpalleHus, pe3ynbTaToM Yero Obinv BblCOKas fieroy-
Haa runepteH3ma ¢ CAJTA 92 MM.pPT.CT. U HEAOCTAaTOYHOCTb
TK 2 cten.

3aKAo4eHue

I'Ipe,qCTaBneHo NHTEPECHOE CoYeTaHMe ABYX TAXKeJbIX
PeanKNX BPOXKAEHHDBIX MOPOKOB cepAua, KOTOpble B N30JIN-
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Puc. 2. 2-D 9XOKI. AopTa no KOpOTKOM OCH.
[ledpeKT aopTO-NeroyHol neperopofKk — aopTo-eroyHoe
OKHO

POBaHHOM COCTOAHUN NPUBOAAT K Neperpyskn pasnmyHbIX
oTaenoB cepaua (nepepbiB gyru aoptbl ¢ OAll ¢ peTpo-
rpagHbIM cOPOCOM KPOBU 06bIUHO MPUBOAUT K Neperpyske
NpaBoOro »enygouyka, a reMoguHaMmyecKkmn-3Haunmoe aop-
TOJIeroYyHOEe OKHO — O0ObIYHO, K Meperpy3Ke N1eBOro eny-
fouka). MNpu nx couyetaHn HOpMasbHble pa3Mepbl Kamep
cepAua MACKMPYIOT 3HaUMMYK0 COYETaHHYK neperpysky
NpaBoro 1 IeBOro »enyaoukos. icnonb3oBaHne cTaHaapT-
Hbix DXOKI-napametpos (OB JI?K, OU S MXK) He no3sonuno
06HapPYXUTb NPU3HAKM AUCOYHKLUN XKeNTyLOUYKOB cepaua.
OpHako 6b1710 06HapyKeHO CHUXKeHMe nNpofonbHon fedop-
Mauuy NeBOro »enypouka (BeposATHO, Bbl3BaHHOE nepe-
rpy3kon JI’K 3a cyeT aOpTONIErOYHOrO OKHA) M CHUXeHne
npogonbHon fedbopmaLlum NPaBoro Xenyfouka (BepoaTHO,
obycnoBneHHoe neperpy3kon MK 3a cuet nepepbiBa gyru
A0pPTbl C OTKPbITbIM apTepranbHbIM NPOTOKOM). [NokasaTtenu
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Puc. 7. 3-D pekoHcTtpykuma MCKT. llebekT aopTonerouHoi neperopogku IV tun.
Mepepbis ayrn aopTol, TN A. OAT. M BTOPUYHDBIN LLeHTPasbHbIN.

npoaonbHon aedopmaunn npeacepanii He OTKNOHANUCH
OT HOPMATUBHbIX 3HauYeHnn (GLS LA 20, GLS RA 23)— Be-
POSITHO, 3TO FOBOPWIO 06 OTCYTCTBMM MOBBIWEHHbIX NPes-
3arpy3oK Ha »kenygouku. [locne BbINOSIHEHUA CPOYHON
paavKanbHOM onepauuy B paHHEM MocsieonepauioHHOM
nepuoge 6bUI 0O6HAPYKeHbl HOPManv3auus nokasaTenen
npofonbHo AedopMaunn KenygouykoB Mocse NUKBUAA-
LUK Neperpy3oK COOTBETCTBYIOLLMX OTAENOB cepaua. Takmm
06pa3om, cumTaem LienecoobpasHbIM NpYMeHeHne Aonos-
HUTENbHbIX ANArHOCTUYECKUX METOAMK ANA 60Jiee KOPPEKT-
HOW QYHKLMOHANIbHOM OLEHKM cepaua Y NauneHToB C ped-

KUMW CNOXHbIMM MOPOKaMun cepAua.

ABTOpbI BblpaxatoT 6narofapHOCTb 1 NPU3HATENbHOCTb
3eneHnknHy Muxamny Muxainosuuy o.M.H. Npod. 3aBeny-
lolemMy OTAeNeHneM XUpPYprun LeTell paHHero BO3pacTa
C BPOXAEHHbIMU MOpOoKamn cepaua MHCTUTYTa Kapamoxu-
pypruv HMUL, CCX nm. A.H. bakyneBa, MnHaeBy AHTOHY
BnagumnpoBmuy A.M.H. Bpauy cepaeyHo-coCyfnCcTOMYy XU-
pypry ctapluiemy HayYHOMY COTPYLHUKY OTAena Xvupyprum
Jeten ctapuero Bo3pacTta ¢ BI1C (nocne 3 neT) 3a KOHCY b-
TaTMBHYIO NMOMOLLb.

Cepus: EcmecmeeHHble u mexHu4Yeckue Hayku N° 6 utoHb 2025 2.
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