YK 616.122-007.2
PEOKASA ®OPMA JIEBOI'O TPEXNMPEOCEPOHOIO CEPAOLA C
FrEMOOVUHAMUKOU TOTAINIbHOIO AHOMAJIbHOIO APEHAXA
JNNETOYHbIX BEH
Bewnsra B.M., JlasopuwmHey, B.B., Kapnenko B.I'., PyaeHko K.B., Masyp A.A.,
Knnmenko A.B., YebypaxmH B.H., Nepeneka N.A., bewnsra N.B.,
Cokonos B.B., lNepecTiok P.B.
HaumonanbHbIN MHCTUTYT cepAEeUHO-COCYAUCTON Xupypruu uM. H.M. AmocoBa AMH

Ykpaunsl, Kues

[IpuBenen penxumii ciydait coueranus TIIC u TAIJIB y 6onsHoro O..., 1 rog u 4
mec. Komnexktop JIB BHeapuinics B JIII U cTeHka KoJuIleKTOpa B BHJIE MeMOpaHBI ¢
denectpamusamu pasgemwia JIIT wa 2 xamepsr (mpusHak TIIC). IMopox couerancs ¢
AHOMAJIbHOW BEPTHUKAJIBHONW BEHOW MEXIy KOJUIEKTOpoM JIB M BEpXHEN IOJIOM BEHOMU
(nmpuznak TAJIJIB), uto moaTrBepxaaeT equuctBo npoucxoxaenus TIIC u TAIJIB

KuroueBble cji0Ba: TpeXIpencepAHOE CEPALE, TOTAIbHbIA AHOMAJbHBIA APEHAXK

JIETOYHBIX BEH, SMOPHUOJIOTHS, 3X0Kapauorpadusi.

Jleoe Ttpexmnpencepanoe cepaine (TIIC) u ToTanbHBI aHOMAJBHBIM JpEeHAX
nerounblx BeH (TAJIJIB) penkue BpOXXKIEHHBIE IMOPOKH CEpJilla, BCTPEUAIOIIMECS B
cpeaneM ot 0,4% no 2% ciaydaeB cpeu Bcex BpOXkAEHHBIX aHOManuil cepana [1]. Ilpu
TIIC nonocts neBoro npexacepaust (JIIT) pasgenena ¢pubposznoit memOpanoii (M), Ha 2
KaMephl: BEPXHIOI0 — KOJUJIEKTOp JierouHnlX BeH (JIB), W HWXKHIOW — MyTh OTTOKAa K
MuTpanbHOMY kjanany u yuky JIII. B M umerorcs ¢enectpanuu yepe3 KOTOpbie KPOBb
n3 koyuiekropa JIB mpurexkaer k murtpanbHoMy kianany. TAJIJIB xapakrepusyercs
JIpEHaKOM U3 Bcex yeThipex JIB B cucTeMHBbIE BEHBI, BIAJAOIINX B MPaBOE Mpeacepaue
(I1IT), kopoHApHBIN CUHYC WUJIU HEMOCPEICTBEHHO B 3aJHeHM K HIOK yacth [II1[1,2].

Jlist Toro 4ToOBI MOHATH OONIHOCTH ATUX 2 AHOMAJIMK HEOOXOIUMO BEPHYTHCS K



smbOpuonorun popmuposanus JIII u JIB. CornacHo Teopuu “3axBata’ rnepBUUHasi 001ast
JIB ¢popmupyetcss u3 nopcaibHOr0 CMHyca MPUMHUTHUBHOIO OOIIEro mpeacepaus Ha 28
neHb pa3Butusa 1iona. Ob6mas JIB mpoHHMKaeT B 3a4aTKW JIETKHMX W COCIUHSETCS C
BEHO3HOM CHCTEMOMW JIETKUX, KOTOPBIE C 3TOrO0 MOMEHTA HAYMHAIOT OIOPOXKHSITHCS B
chopmupoBasmyrocs eauHyro JIB  (komnextop JIB). Ilpumepno wHa 35-39 nesb
KayJajapHas 4yacTh equHou JIB pacmmpsiercs, Baenpsiercs B creHky JIII. B HopMe crenka
eaunoil JIB abcopbupyerca crenkoi JIII no ypoBHs Bxoxnaenus yctuil Bcex 4 JIB. Ha
3TOM JTtamne, eciau kosuiektop JIB nHe BHenpuica B JIII m KpoBb momagaer uepes
anoManbHble kosutatepanu B I1I1 — dopmupyercs TAJIJIB. Ecnu Buenpenne Bensl B JIII
IPOUCXOJUT AHOMAIBHO M HE JI0 KOHIA pe3opomupyercs Tkanb (M) Mex1y KOJUIEKTOPOM
JIB u uctunnbim JII — dpopmupyercs TIIC [1].

[Ipu manoi mmomaau orBepetusi B M pa3BUBAETCS KIIMHUKA TSKEIIOTO MUTPAIBHOIO
creno3a [2]. Ilpm nByxmepnou OxoKI' ¢ IIJIK u3 craHmapTHeIX napacTepHaIbHBIX,
BEpPXYLIEYHBIX U cyOKocTanbHbIX no3uuuid npu TIIC onpenensrorcs:

1. Jlunaranus rnmpaBbIX OTAEIOB CEPALIA U TPEXCTBOPUYATAs HEAOCTATOUYHOCTD;

2. BpiOyxaHue MEXOKeNyJ0YKOBOW MEPEropoJIKd B CTOPOHY JIEBOTO KeIyAouKa
(mpuU3HAK BBICOKOTO [ABJIEHHS B IMPABOM JKENyIOYKE M BBICOKOH JIErOYHOM
runeprensuu (I'JIA);

3. ®OyHKIMOHAJBLHOW TMIIOIJIa3ueH JIEBBIX OTAEIOB CEPLIa;

4.  Komnekrop JIB Bo3zne JIII B Buje 3XOHETaTUBHOI'O NPOCTPAHCTBRA.

Bce atu kputepun e sBistores cnenubuaabiMu npuszHakamu TIIC, a HaGmrogatoTes

u nipu TAJIJIB [3,4].

B unctutyte ¢ 1990 r HakoruieH 0onbioi onbIT o 9XoKI' quarHocTuke u Je4eHHuI0

pazmuunbix Gopm TIIC. Onepuponansl 23 6onbnbix ¢ TIIC B Bo3pacte ot 1 Mecsna 10 25

ner. CreneHp HapyLIEHWH N€MOJMHAMHUKM 3aBucesla OT pasMepa orBepctusi B M. Ilpu

“xpurHdeckoii” dopme TIIC onpeemsiucs Todedroe oTBepetie B M (S = 0,3+0,12 cm2)

¢ BeIpaxkeHHbIM PG, runomnasus JUK, BelpakeHHbIE TUJIaTalUs IPaBbIX OTIEJIOB cepala
U TpexcTBopuaTtas HemocrtaTouHocTb. Habmiomanmace 100% wnm cynepcucremnas ['JIA.

“Kputnueckas” d¢opma TIIC Opa wuszonupoBaHHOW (n=4) WM COYETAIOCHh C



pectpuktuBHbiM  OOO (n=3). bonpHbie ObuTH HE cTapiie 4 neT, a A0 1 roga ObuT0 4
nanueHTa. IxoKI' mokazarenu TeMOJAMHAMHUKU “KPUTHYECKOW W KIMHUYECKH Oojee

nerkoit popm TIIC npencrasnens! B Tabnuie Nel B cpaBHeHUU ¢ JaHHBIMU 0o0sibHOTO O...

Tabmuma 1
Ox0oKI" nmokazarenu remoanHaMuku paziuunbix Gpopm TIIC u 6onbHOTO O...
Boabnsbie ¢ TIIC
IHoka3zaTeau » . -
IxoKT Kputnueckas C ymepeHHbIMH HapylieHUsIMA | bonbHOM
dbopma, n=7 reMOJMHaMUKH, n=16 0...
S, cm2 0,340,12 0,6+0,23 0,3
PG, mmHg 26,1+6,7 14,5£5,9 18
KU, mi/m2 23+2,1 62+6,3 39
PyA, mmHg 102,8+22.6 554223 55
I'JIA,% x Allcuct. 137423,8 62+15,6 67

[IpuBoaum nHaime HabmoaeHue: bonpHoit O... (Ne Ub 581) moctynun 2.02.2010 r. B
OTZIeNl XUPYPTHUECKOTO JICUCHHsI BPOKICHHBIX TIOPOKOB CEp/lla paHHEro BoO3pacTa

HanyoHanbHOro MHCTUTYTA ceplieuHO-cocyaucTtod xupypruu uM. H.M. Amocoa AMH

VYkpaunsl. Bo3pact 6onsHoro 1 rog 4 mec, poct 82 cm, Bec 11kr, momaas tena 0,64 M2,

AYCKYJIbTaTUBHO BBICIYIIMBAJICS HEOINPEACICHHBIA IIyM CPEAHENW HUHTEHCHUBHOCTHU
HaJ oOsacthio cepama, DKI' Obuta B mpejenax BO3pAacTHOM HOPMBI, TeHb cepjima Ha
PEHTI€HOIpaMME OPTaHOB I'PYAHOM MOJIOCTH YMEPEHHO paclIMpEHa.

OxoKI' BBIMONHSAIM MO CTaHAApTHOW MeTonuke Ha ammapare Toshiba SSA-700A
Aplio CV patuukamu ¢ gactoroit 3,5-5,0 MHz B monokennn OOJILHOTO Jie’Ka Ha JIEBOM
O0oky u Ha cnuHe. [Ipu aByxmepnoit OxoKI' u3 mapacrepHaibHOW MO JJIMHHOW OCU U
BEPXYILIEYHOM YEThIPEXKAMEPHOW MO3ULIMK OblT BbIsIBIEH THUNWYHBIA mpu3zHak TIIC —
¢ubpo3nas M B JIII Ha ypoBHE OBajmbHOU SMKH, MOApa3feisiomias mnpeacepaue Ha 2
kamepsl. Kamepa koisektopa JIB Obina 6onbine ncruaHoro JIII. Yacte MexmnpeacepiHOM
neperoponaku, Mexay kosuiektopom JIB u TIIT BeiGyxana B ctopony I1I1, M tonmmunON

2-3 MM Obla B BHJIE “‘4acOBOr0 CTEKJIA”. DTH MPU3HAKH CBUIACTEIHLCTBOBAIM O BHICOKOM



nasnenun B kosuiektope JIB. TIIC Obuto u3onmMpoBaHHOE, coueTaHue ¢ AedeKTamu
IIEPETOPOJOK WJIM C YaCTUYHBIM aHOMaJbHbIM JpeHaxkem JIB orcyrcrBoBasio. Ilpum
I[BETOBOM JIONIUIEPOBCKOM KapTUPOBaHWU B M BBIIBUIN HEOOJBIIYI0 SKCLEHTPUUHYIO
deHecTpanMio Ha TpaHUIE C MEXmpeacepaHo meperopoakoi. [loTok uepes
dbeHecTpaluio  ObLT  HENPEPBIBHBIM  CUCTOJIO-TUACTOIMYECKUNH  BBICOKOCKOPOCTHOM
TypOyJlI€eHTHbIM, ImHUpuUHa cTpyu Opuia 2,5-3 wmMm. [lpu  HenmpepbIBHO-BOJIHOBOM
nonmuep-OxoKIT W3 4YeTblpexkamMepHOM  BEpPXYLIEYHOW  MO3ULUHAHM  OMNpEIEIICH
CHUCTOJIO-ANACTOJIMYECKUM TpaJueHT naBieHus B 30He (penectpauuu B M. Ilo ckopoctu
KPOBOTOKA Ha CIEKTpe Mpeobianan auactonnydeckuil rpaaueHT nasienus (PG) ma M

paBHbiil 18 mmHg), a miiomane orBepctus (S), paccuuTaHHas O METO1Y MOJYCHUKEHHUS

PG, 6bita — 0,3 cm2. Tonocts JIK yMepeHHO ymeHnbineHa, KN — 39 Mi1/M2. ITpaBeie
OT/IeJIbl CEP/lla YMEPEHHO YBEIWYEHBI, NMPHU IBETOBOM JIONIUIEPOBCKOM KAapTHUPOBAHUU
BBISIBJIEHA HEOOJbIIAsl TPEXCTBOpYATasi HEAOCTATOYHOCTh. CHCTOIMYECKOE [1aBJIIEHHUE B

nerouHon  aprepuum  (PjyA), ompeneneHHoe 1O CHEKTPY  TPEXCTBOpYATOU

HEJIOCTAaTOYHOCTH, cocTaBuio 60 mmHg wmu 67% OT CUCTEMHOro0 CHCTOJMYECKOTO
JABJICHUS, UBMEPEHHOTO B TuieueBol aptepuu (90 mmHg).

CpaBHUTENBHBIN aHanu3 JaHHbIX JX0KI' mokasan, yTo manas Ionajib OTBEPCTUS B
mMeMOpane y OosbHOro Q... [omkHa OOyClaBIMBaTh  TSDKEIblE  HapyLIEHUs
reMOJIMHAMUKH, KaKk Tpu “KpuTHueckoil” ¢opme mopoka. OpHako, yMepeHHOE
ymensbIenue noynoctu JOK, ymMepeHHoe yBennueHue mpaBbixX OTIETOB Cep/ia, HeOOIbIast
TpeXcTBOpYaTass HeJOCTaTOYHOCTh, ['JIA 10 67% OT cUCTEMHOW CBHUIETEIHCTBOBAIUA 00
YMEPEHHOCTH HapyIICHUI TeMOAMHAMUKA U KOCBEHHO O HAJIMYUU KOJUIATEPAIbHOTO IMyTH
OTTOKA U3 KOJUIEKTOPA JIETOYHbBIX BEH.

[Tpu Ox0KI" u3 cyObkocTanbHON MO3UIMU MO JUIMHHOM OCH BO BpeMsi 00clie/IoBaHus
JyTU aOPThI JIJIsl UCKJIFOYEHUsI KOApKTaIlMU aopThl, cieBa oT aopThl npu [IJIK BbIsiBICH
QHOMAJIBHBIA (JIOTIOJHUTENBHBIA COCYJl) C HEMPEPHIBHBIM BEHO3HBIM MOTOKOM KpacHOMU
OKpacKkd B KpaHHAJIbHOM HAIlPaBJIEHUWU K JATYUKY. AHOMAaJIbHBIN cocyj ObUT pacleHeH
KaK BepTHKalbHas BeHa. [Ipu Hak/IOHE JaTyuMka BIPABO BBISBICHO BHAaJCHUE

BEPTUKAILHOW BEHBI B TOPU30HTAJIBHO PACIIOJIOKEHHYIO JIEBYI0 O€3BIMSHHYIO, a



nocieaHeir B BepxHioo mnonyro. Ilpu I[JIK okpacka kpoBoToka Tmipu cOpoce u3
OC3bIMSIHHOM BEHBI B BEPXHIOIO TMOJIYI0O MEHSUIACh HAa CHHIOI, TaK KaK TOTOK ObLI
HaIpaBJIeH OT JaTyhKa KayJaaabHO. BepxHss monas BeHa ObUTa 3HAUUTENHFHO paclIupeHa.
Takum o0pazoM, npu IxoKI' BbIsiBIeHa aHOMaJIbHAs KOJUIaTE€paibHas CBA3b KOJJIEKTOPA
JIB u BepxHeil monoil BEHBI, XapakTepHas s cynpakapauanbHoit dopmsr TAJIB.
KpoBoTOK B BepTUKaJIbHOW, JI€eBOM O€3bIMSIHHOM W BEpXHEW MOJOM BeHax ObLI
HU3KOCKOPOCTHOM, HepecTpUKTUBHBIN. [loaTomMy naBienue B kosiekrope JIB ObLio
CpPaBHUTENILHO HEBBICOKUM U ['JIA He gocTuria cucTeMHoi [4].

Karerepuzamnusa mosocreld u anruokapauorpadus He mpoBoawtuck u 9.02.2010 r.

00JILHOMY BBITIOJTHEHA OIEepalus C MCKYCCTBEHHBIM KpoBooOpamenuem. M3 JIIT Oblia

ucceueHa M ¢ AByMs HEOOJIBIIMMHU OTBEPCTUSAMHM 00mIed miomanso 10 0,5 cM2

nepeBsi3aHa BEpTUKaJbHAs BeHa.. IHTpaonepallMOHHBIN AUArHO3 MOJHOCTHIO MOATBEP NI
nauubie OXoKI'. [locneonepannonusiii nmepuon mpomren 6e3 ocnoxkuenuil. [Ipu IxoKIT
nepen BeINUMCKOM W3 crauuoHapa JIII snouupyercs B Buae eauHOM moJOoCTH. Pa3smepsl
Kamep cepana B HopMme, mnpusHakoB [JIA HeT, KPOBOTOK IO BEPTUKAIBHON BEHE
OTCYTCTBYET. bonpHOM BhIncaH HAa 10 1€Hb B XOpOLIEM COCTOSIHUMU.

Takum o6pazoM, y 6onpHOro Q... 6pun npusHaku TIIC (rimybokoe BHeapeHUE
koJjuiektopa JIB B JIII u ¢genecrpanym B M) u npusHaku cynpakapauaibHONH (Bopmbl
TAIJIB (BepTukanbHas BEHAa) M OIEHWTh, YTO Mpeo0Jiajaio B TeHE3e HapylIeHUU
reMOJIMHAMUKH, ObUIO HENpOoCTO. JlaHHBIN KIMHUYECKHM Cllydail CBUIETENBCTBYET 00
00111e AMOPHOJIOTHH ATUX AHOMAIMH W O TMOTEHIHMAIBHOW BO3MOYKHOCTH BBISBICHUS
JIPYTUX BapUaHTOB TaKMX MOPOKOB M UX COYETaHWH B pesyinbTare dhopmupoBanus JIII u
npenaxa JIB.
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Pe3rome: HaBenenuil BHMAaJOK MO€IHAHHS JIIBOTO TPbOXIIEPEACEPIHOIO CEpLS
(TTIC) Ta ToTansHOTO aHOMaJIBLHOTO ApeHaxy JiereneBux BeH (TAJIJIB) y xBoporo O...,
BikoM 1 pik 1 4 wmic. Konekrop JIB apenysaBcs y JIII, cTiHka KojekTOopa y BHIJISIL
meMOpanu 3 ¢enecrpamismu posnoaimmiaa JIII na 2 kamepu (o3naka TIIC). Lls Bana
MO€/IHYBAJaCh 3 AHOMAJILHOIO BEPTUKAJIBLHOIO BEHOIO Mk KojekTopoM JIB Ta BepxHBOIO
nopoxuuctoto BeHoto (o3Haka TAJJIB). Take moeqnanus miaTBepKy€e eMOPIOIOTIYHUN
3B’s130k noxopkeHHs TIIC ta TAJJIB.

Kuro4oBi ciioBa: TppoXmepeacepaHe ceple, TOTAIbHUM AaHOMAJIbHUW JPEHAXK

JIETE€HEBUX BEH, eMOPI10JI0ris, eXxoKapaiorpadis.

RARE FORM COR TRIATRIUM SINISTRUM WITH HEMODINAMIC
OF TOTAL ANOMALOUS PULMONARY VEINS DRAINAGE
Beshlyaga V. M., Lazoryshynets V.V., Karpenko V.G., Rudenko K.V,
Mazur AA., Klimenko F.V., Cheburakhin V.N., Perepeka I.A.,
Beshlyaga I.V., Sokolov V.V., Perestyuk R.V.
The article deals with a rare case of combined form cor triatrium (CT) and total

anomalous pulmonary veins drainage (TAPVD) in patient O..., aged 1 year and 4 months.



The confluence of pulmonary veins is embedded in the left atrium, and its wall (a
fenestrated membrane) divides the left atrium into two chambers (a sign of CT); at the
same time there was an anomalous vertical vein between the confluence of pulmonary
veins and vena cava superior (a sign of TAPVD). This combination confirms a common
origin of CT and TAPVD.

Key words: cor triatrium, total anomalous pulmonary veins drainage, embryology,

echocardiography.



