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HiwemMn4ecKH HHCYNLT N0 MEXaHU3MY
napapokcanbHoil ambonuu Ha toxe nedexTa
MexnpeacepaHON NeperopoaRn TUNA sinus venosus
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IIpedcmasneno onucanue KAUHUHECKORO CAYHAS UEMUHECKO20 UHCYAbMA, KOMOPbLIL PA36UACS Y NAUUEHMA CPeOHe20 803Dacma no MexaHu3-
MY napadokcanvHoil SmooauU Ha (hoHe pedkoeo sapuanma depexma mexcnpedceporoil nepeeopooku (AMIIII) muna sinus venosus. Okk.aio-
3Us nepedreil M032080i apmepuu npugesd K ce0eo00pasHoll KAUHUHECKOL KapmuHe UHCYAbMA ¢ 603HUKHOBEHUEM KOCHUMUBHBIX HADYUICHUL,
akanvkyauu u anpaxcuu. Qocyxucdaromes 0cobeHHOCMU YAbMPA38YK060L OUASHOCMUKU NpU NO003PeHUU Ha OaHHYI0 aHOMaiur. B npedcma-
6AEHHOM CAYYae epUpUKayls NPUMUHbI UHCYAbIMA CIMAAA B03MOJICHA 01a200aps NPO8eOeHUI0 KOMIbIOMEPHOU MomMoepaguu cepoya ¢ KOHm-
pacmuposanuem. Boiseaenue JIMITIT nozeonuno Hanpasume nayuenma Ha xupypeuieckoe aeuenue, Heodxooumoe 045 NPOGYUAGKMUKU KAK
NOBMOPHBIX MO3208bIX Kamacmpop, maxk u npoepeccuposanuss 1e204Hol cunepmen3uu, npedomepauerus pa3eumus npasoxcesydo4Ko6oi
cepoeunoll HedoCmamo4HoCmi.
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We present a case report of a middle-aged patient with a rare sinus venosus atrial septal defect (ASD) and ischemic stroke that developed due
to paradoxical embolism. Occlusion of the anterior cerebral artery led to a stroke with cognitive impairment, acalculia, and apraxia. Diagnostic
ultrasound features of this anomaly in suspected cases are discussed. In the presented case, verification of the stroke cause became possible due
to the contrast-enhanced computed tomography of the heart. ASD detection made it possible to refer the patient to the surgical treatment neces-
sary to prevent both recurrent cerebral accidents and the progression of pulmonary hypertension, and the prevention of the development of right
ventricular heart failure.
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VY naiueHToB MOJIOAOTO BO3pacTa BTOPOi MPUUUHON Ullie-
muyeckoro mHeyasra (MUW) mocne 1epBrUKabHOI/1iepeGpaib-
HOW TUCCEKUMHU SIBJSIETCS MapajoKcaibHasi sMOoJusl Ha (hoHe
OTKPBITOro oBajibHOro okHa (OOQ0) umu, pexe, AeheKkTa MexX-
npeacepaHoii neperoponku (JAMIIIT). C yyeToM 3TOro craH-
JApTHBIM TUATHOCTUYECKUN aJITOPUTM Y MOJIOABIX MAllMeHTOB
¢ M B xauecTBe CKpUHUHTOBOTO METO/Ia BKJTIOUAET TPAHCKpa-
HUAJIBHYIO JOIIUIeporpaduio ¢ Mmy3bIpbKoBOil TIpoboii (bubble-
TECT), TIPU TIOJIOKUTETLHOM Pe3yIbTaTe KOTOPOU TPOBOMUTCS
ypecnuieBonHas axokapauorpadus (UI1-DxoKT') [1-6]. B no-
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NaBJIsIIOIEeM OOJIbIIIMHCTBE Cy4aeB JaHHbIN MOAXO/ JOCTATOYECH
Ul BepudUKalud aHOMaJlMK MEXIPEICepAHON MEPEropoiKu
(MIIIT). OnHako cymectByeT peakuit BapuanT JAMIIII o tumny
sinus venosus, 1J1s1 BbISIBIEHUST KOTOPOTO TPeOyeTCsl MCITOJIb30Ba-
Hue YIT-BxoKI ¢ mogudukaumeit crangapTHLIX TTO3ULIUH C 1ie-
b0 ocmotpa MIIIT Ha BceM MpOTSDKEHWM WM TIPOBEACHUE
koMmmbioTepHoit Tomorpaduu (KT) cepaiua. B cratbe npencras-
JICHO omrcaHue KimHndeckoro ciaydass MU va done AMIIII o
TUTTY Sinus venosus, BepudUKalis KOTOPOTO OKa3ajach TpyaHa
u BKmouana momumo YIT-DxoKT mposenenne KT cepma.
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Hauuenm M., 47 nrem, dupexmop. C 15 nem becnoxouru
201106Hble 004U NO MUNY Muepenu 6e3 aypwl, cepoeuHo-cocyou-
cmolil anamues He Obin omseouier. B anpene 2020 e. 3aghukcupo-
8aH 2nU300 00bIWKU U OMEYHOCMU HUMICHUX KOHeYHOCmell, No No-
600y uee0 3a MeOUYUHCKOU NOMOWbH) He 00pauaics.
26.09.2020 2. nayuenmom cogepuien nepesem Ha camoneme 00-
weil daumenvHocmoro 5,5 u. Ha caedyroujee ympo 6o epems pabo-
Mbl 30 KOMNbIOMEPOM HE3ANHO PA3BUAUCH CAAOOCMb U OHeMeHUe
6 npasvix KOHeyHOCmsiX, HapyuleHue pedu. JlanHoe cocmosiHue
daunocy oxoa0 2 4. 3a amOyramopHoll MeOUUYUHCKOU NOMOUbIO
nayuenm obpamuacs uepe3 2 cym, n0cmagieH OuazHo3 «<mpan3u-
MOPHAs UweMU1ecKds amaxka», peKoMeHO08aHa 20CHUMANU3a-
yus, om kKomopoi navuenm omiazancs. Ympom 01.10.2020 e.
POOCMBEHHUKAMU OMMeHeHbl CHUMNCeHUe UHMEeNNeKMYaNbHbIX
@yHKyuil u conaugocms. Buizeannoil 6pueadoil ckopoil MeouyuH-
CKOIl noMowju nayuenm 00cmagaex 8 pecuoHAaAbHblil COCyOUCmblil
UeHmp, 20CHUMAAU3UPOBAH.

Ilpu obsexmusHom ob6credosanuu cocmosiHue pacueHeHo
Kak cpedHell cmenenu msdjcecmu, omme4eHa u3bulimounas macca
meaa (pocm — 170 cm, macca meaa — 80 ke, uHdexc maccol me-
aa — 28 ke/m?), apmepuanvHoe OasaeHue Ha obeux pyKax —
125/80 mm pm. cm., nyavc — 72 ¢ 1 mun, pummuuHolii. B Heepo-
N02UYECKOM CMAamyce 8bl5181eHbl 8bIPANCCHHbBIE KOCHUMUGHbIE HA-
pyuienus: (aKanbkyaus, anpakcus), CHUMCeHUue cunbl 8 NPAGbIX Ko-
Heunocmsx 0o 4 6annos, oxcusaenue pegaekcos cnpasa. Ilpu no-
CMYNnAeHUU MAaKice GbiNOAHEeHA MASHUMHO-Pe30HAHCHAS MOMO-
epaghua (MPT) 20n06H020 MO32a, 6u3yanusuposamv. o4deu UH-
gapkma 6 bacceiine ne6oil nepedHell M032080ll apmepuu Ha PoHe
ee okkao3uu (puc. 1).

B meuenue cmayuonaproeo 3mana npogedeHo paseepHy-
moe obcaedosanue 041 eepugpuxayuu npuvun UHU. Ilo dannvim
anexkmporapouoepaguu (PDKI) nokos é dunamuke u cymouHozo
xoamepogckoeo moHumopupoganus IKI ¢ubpurrsyus/mpene-
manue npedcepduii He gvissaensl. Tlpu nposedenuu mpancmopa-
Kanvroil sxoxapouoepaguu (TT-IxoKI) evisieaenvt: duramayus
npaewix Kkamep cepoua (puc. 2, a), mumpanvHas pecypeumavus |
u mpuxkycnudanvras pecypeumauus 11 cmenenu (puc. 2, 6), npu-
3HAKU Ae20uHol eunepmensuu I cmenenu (cucmoauueckoe dagne-
Hue 6 necounoil apmepuu 40 mm pm. cm.). Ilpu >mom Kkranaumwlii
annapam cepoya UHMAKMeH, 30H HAPYWeHUs N0KAAbHOU COKpa-
MumMocmu He YCMAHOBAEHO, CUCMOAUHeCKAs (PYHKYUs ydoere-
meopumenvHas. Jlynaekchoe ckaHuposauue OpaxuoyedhanrvHoix
apmepuii, 6eH HUJICHUX KOHeuHocmeil — 6e3 namosoeuu. Obuuil
KAUHUYeCKUU U OUOXUMUYECKUL aHAAU3bl KPOGU 0e3 3HAYUMbIX
OMKAOHEHUI, pe3yabmam NOAUMepPAa3HOl UenHol peakyuu
K SARS-CoV-2 ompuyamenvHutil.

s uckaouenus napadokcanvroil mbéoauu npogedena
MPAHCKPAHUANbHAS donnaepozpapus ¢ Ny3vipbKoeol npoooil:
6 cpeoHell M03206801 apmepuu Ha (oHe KPo-
80MOKA C HOPMANBHBIM CNEKIMPOM 3apecu-
CMpUpo8ano 15 6blcOKOUHMEHCUBHBIX CUe-
nanoe (HITS; puc. 2, ). [Ipu noaunosuyu-
OHHOM cepoulKanbHom ckanuposanuu 911-
IxoKI (puc. 2, e—e) 6 kamepax cepoya,
yukax npedcepouil 0ONOAHUMENbHbIX 00-
Dpa3oeanuil He 8vla8aeHo; odpawan Ha cebs
GHUMaHUe (eHOMeH CHOHMAHHO20 IXOKOH-
mpacmuposanus 8o ecex omaeaax cepoua,
npu HeusMeHeHHOU CKOPOCmU U32HAHUS U3
YuKa neeoeo npedcepoust, pasuoii 0,52 m/c.
B cmandapmuvix nosuyusx MIIII eviens-
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dena UHMAKMHOU, NPU Y46emoeoM 00NNAEPOBCKOM KApmMupo8anuu
NPU3HAK08 WYHMUPOGAHUs Kpoeu He oOHapyiceno. [lpu enympu-
eeHHOM e6eedenuu 10 ma aspuposannoco Qusuosoeu4eckoeo pac-
meopa nocae mya020 3anOAHeHUs NPasviX Kamep npu HAMyjicU8a-
HUU 3auKCcUpo8an MOMEHmMANbHbli (8 meueHue nepeoco Kapouo-
YUKAa) MaccusHulil copoc mukpony3uipvkos (HITS) 6 norocms ae-
6020 npedcepous. Basxcno ommemums, umo nosenenue mMuxpony-
3bIpbK08 ommeuanocy He co cmoporst MIIII, umo no3zeoauno na
mom momenm uckaouums Haauyue JMIIII, OOO. Ilo pe3ysvma-
mam YI1-OxoKI coerano 3axarouerue o HAAUMUU YAbMPA3EYKOBHIX
NPUBHAKO8 GbIPAICCHHO20 NPABO-1€6020 ULYHMA, 8ePOSIMHO, BHE-
cepoeuHoll 10KaAu3ayuU.

Omcymcemaue yemanoenennoll npuuunst MU, nodospenue na
Haauyue eHecepOeHHO20 NPABO-1€6020 ULYHMA nompe6o6ano pac-
wupenHo2o obcaedoganus. Ilo pesynomamam KT neekux 6 Sy, Sy
cnpaea, Sy caeea 8uU3yanu3upo8aHsvl YHACMKU KOHCOAUOAUUU ne-
204HOU MKAHU, WUPOKUM OCHOBAHUEM npuiexycaujue K napakoc-
manvHoll naespe, a maxdice Heb0AbUIOE KOAUHECIBO JCUOKOCMU
6 NAe8PANbHbIX NOAOCMAX ¢ OUACMA30M ee AUCMK08 00 4—5 mm,
cybnaespanvHvle YNA0mMHeHUs 00PCANbHbIX 0M0oen08 aeekux. Jlam-
Hole usmenenusi pacyenenvl kaxk KT-xapmuna nocaedcmeuii um-
dapkm-nnesmonuu. C yeavio UCKAIOUEHUS N1e204HOU apmepuose-
HO3HOU Manbghopmayuy KaK npuvunsl NPago-1e6020 WYHMA 8bl-
noanena KT-aneuoepagus necounoit apmepuu, namoaocuu He 8u-
3Yanu3upo8amo.

Ha ¢one nposodumoit mepanuu (pusapokcaban, anmueu-
nepmen3uHas mepanus, amopeacmamun) 0ocmueHymo noaHoe
goccmanosaeHue KoeHUmueHolx ynkyuil. Ilayuenm evinucan na
14-e cymku ¢ duaenozom «kpunmoeenuwlii uncyavm. llepenecen-
Has mpom603m60Us N€204HOI apmepul, UHPAPKM-NHEBMOHUS» .
H3-3a ycmanoseaenHozo nepeneceHH020 6eHO3H020 MPOMO0IMOO-
AUHeCcK020 coObimMUs U NOO03PeHUsI HA NAPAOOKCANbHYI0 IMO0AUIO
KaK npuyunbl UHCYAbMa Ha3HaueH pueapokcabdan 6 dose 20 me
6 OeHb.

Ilpu noeémopHom eusume uepe3 5 mec nayuenm x4canob He
npedssénsin, npu evinoanernuu TT-OxoKI cywecmeennoil dunamu-
KU He OMMeYeHo, COXPaHANace OUAamayus npasvix Kkamep cepouyda,
N€20MHAS 2UNEPMeH3Us 0cmasanracy Ha npeycrhem ypogre. Ckpu-
HuHe Ha mpomboghuauro (aHmugocghorunuonvlit CUHOPOM, aHMU-
mpomoun 111, npomeur C) ompuyamenvhoiii, D-oumep — 6 npede-
AaX Kpumepuee 603pacmuoii HOpMbl.

/s eepugpukayuu nputuHbL NPABO-1€6020 ULYHMA YCIMAHO-
éaenbl nokazanus 0aa evinoanenus KT cepouya, no pezyssmamam
xomopoii evisienen JAMIIII no muny sinus venosus pasmepom
16x11 mm, wacmuuuvlli AHOMAAbHBIL OPEHANC NE2O0YHBIX BEH
(YAUIB), snadenue npagvix 8epxXHUX Ne20UHbIX GeH 8 BEPXHIOI0
noayio eeny (BIIB). Takoce euzyarusuposana ouramayus npa-
6bix kKamep cepdua (npagoe npedcepoue 70x47x73 mm) u nocaeo-

Puc. 1. Jugpgyzuonno-e3eeuiennvie uzodpaxicenus, noayueHHoie
npu MPT 2on06noe0 mo3ea (a), u MP-aneuoepamma (6) nayuenma M.
Fig. 1. Diffusion-weighted imaging (a) and MR-angiogram (b) of patient M.

124



3
3
&

Mak Mabeiahs Maki
| e :

[ U |

Puc. 2. Uzobpaxcenus, nonyuennvle npu Ucnonb308aHuu
VAbMPA38YK0BbIX Mem0008 uccaedosanus cepoya navuenma M.

a — TT-9xoKT, napacmepnanvhas nosuyus, OAUHHAS 0Cb: onpedensiemcs Ouramayus
npaeoeo ucenydouxka ¢ npeobaadanuem eco pazmepos Hao aeevim; 6 — TT-IxoKI, CW,
NOMOK MpUKYCcnuoanbHoll pecypeumayiu ¢ NPU3HAKamu NOBbIUEHUS CUCHOAUYECK020 0a6-
NeHUs @ N1e204HOU apmepuu; @ — 0YNAeKCHOe CKAHUPOBAHUE MPAHCKPAHUANbHBIX apmepull,
KOHmMpoavHblil 006em PW ycmanoeénen 6 cpeoreii mozeosoil apmepuu. Ha ¢hone nopmanvro-
20 cneKkmpa onpeoensitomcs eunepIXoeHtble cueHanbsl om mukponysoipvkos (HITS);

e — YII-DxoKI, cmandapmuas 6uxaganvras no3uyus, mexicnpeoceporas nepecopooxa
gvlensdum unmakmuoil; 0 — YII-SxoKI ¢ konmpacmuposanuem, cmanoapmuas ouxa-
eanvhas nosuyus. Ha gone manespa Banvcanvebl ommeuaemes maccugholii copoc MUKpo-
NY3bIPbKOE 8 Aesoe npedcepoue, UCMOYHUK He susyaruzuposar; e — YI1-OxoKI ¢ konmpa-
cmuposanuem, cpedusis mpems nUWEE00a, KOpoOmKas 0Cb Ha YPoGHe aopmanbHO20 KAANaHd.
Tlocae myeoeo konmpacmupoganus npagsvix Kamep ommeuaemcsi nosigAeHue 60AbUI020
Koauuecmea MuKpony3sipbkoa @ 1e6bix Kamepax (3agukcuposatsl yice @ aopme), mexic-
npedcepoHas nepecopooka 8vienidum uHmakmHoii; yxc — noemopuas 411-SxoKI nocae
sepuurayuu sinus venosus no oannvim KT cepoya. Cmandapmuas 6ukasanbhas no3uyus
He noseonsem susyarusuposams oepexm; 3 — YI1-DxoKI', moougpuyuposannas buxasans-
Has no3uyust, 8 NPAsoU Yacmu HKPana eu3yatusupyemcs: degpekm no muny Sinus venosus
Fig. 2. Images obtained with ultrasound methods for examining the patient’s M heart.

a — transthoracic echocardiogram (TTE), parasternal long-axis plane: right ventricular
dilatation, with a predominance of its size over the left; b — TTE, CW, tricuspid regurgita-
tion with signs of increased systolic pressure in the pulmonary artery; c — transcranial
duplex ultrasonography, control PW volume is set in the middle cerebral artery. Against the
background of a normal signal, hyperechoic signals from microbubbles (HITS) are seen;
d — transesophageal echocardiography (TEE), standard bicaval position, the atrial septum
looks intact; e — TEE with contrast, standard bicaval position. During the Valsalva maneu-
ver a massive discharge of microbubbles into the left atrium is seen, the source is not visual-
ized; f — TEFE with contrast, middle third of the esophagus, short axis views in the vicinity
of the aortic valve. After agitated saline injection in the right chambers, a large number
of microbubbles appear in the left chambers (already fixed in the aorta), the interatrial sep-
tum looks intact; g — follow-up TEFE after CT-verification of sinus venosus. Standard bicav-
al position does not allow visualization of the defect; h — TEE, modified bicaval position,
a sinus venosus atrial septal defect is visualized on the right side of the screen

Ccmaeusi nepeHeceHHol GUPYCHOU NHeBMO-
Huu (cybnaespanvHulil y4acmox cemua-
moil dechopmayuu uHmMepcMuyUaIbHO20
pucyHka, puc. 3).

Iloemopno evinoanena 4II-IxoKI
(cm. puc. 2, wc, 3), no pe3yabmamam Ko-
mopoii 6 MOOUGUUUPOBAHHOU OUKABANL-
HoUl no3uyuu (pomayus damuuka npomue
Yacoeoil cmpenku, Heboavuloe u3eneye-
Hue, anmegaekcuo) GuU3YANUIUPOBAH
JAMIIIT ouamempom 15 mm co copocom
creea HaAnpago muna Sinus Venosus Ha
yposhe BIIB.

Yepes 6 mec nayuenm He umen Hegpo-
A0euueckoeo deguuyuma U QHyHKUUOHANb-
HbIX HapyuleHuii, eepHyacs K pabome. Bui-
NoAHeHA KOHCYAbMAauus Kapouoxupypea,
DeKoMeH008aHO onepamugHoe ae1eHue 8po-
JacoenHoeo nopoka cepoya. 07.05.2021 e.
nayuenmy ycneuiHo nposedeHa onepauus
Bapoena (omceuenue BIIB, evinoauenue
coycmosi Mexucoy aHOMAAbHBIM OPEeHaANCoM
N€20YHBIX BeH U Ne6biM npedcepouem uepes
JMIIII ¢ nomowwto 3anaamel u3 aymone-
pukapoa, paccedenue GepxXyulku Hnpagoco
npedcepoust u GopmuposaHue aHacmomosa
¢ ducmanvhvim konuom BIIB).

Ob6cympenne

JAMIIIT — tperuit mo yacTore Ba-
pUAHT BPOXIEHHOW aHOMaJIuu Ccepala.
CymiecrByer 4yetbipe Buma AMIIII:
ostium secundum (80%), ostium primum
(10%), sinus venosus (5—10%) u nedexr
BeHewyHoro cunyca (1-5%) [7, 8].

HaubGonee yacto BcTpeyaeMblit jie-
ekt ostium secundum pacnonaraetcs
B 00JIaCTU OBaJIbHOW SIMKU U SIBJISIETCS
UCTUHHBIM. OH He CIIMBAETCs ¢ APYTUMU
CTPYKTYypaMM U yallle BCEro CBsI3aH C Ma-
pafokcaabHOI 3MOOJIMEl U pa3BUTHEM
uHcyabra. [locne OOO, BTOpUYHBINI
JIMIIIT BbicTymaer B KayecTBe HauboJee
YacTOW MPUYUHBI MEXIPEeICepIHOTO
LIyHTA.

Sinus venosus TIPEACTaBISIET OO0
COOOIIIeHNE MEXITy OHOM VI HECKOJb-
KAMU TIPaBbIMU JIETOYHBIMU BeHaMU
U KapavaibHbiM KoHuoMm BIIB (tun
superior vena cava) WIW 33aJHEHUXHeEN
CTEHKOU Mpeacepaus YyTh BbILIE COEIM-
HEHUSI HUKHEHW MOJI0i BEHbI M MPaBOro
npencepaust (nedekT inferior sinus veno-
sus). Haubomee yacto aedexr obpasyer-
Cs1 MEX]1y IIPaBOM BEPXHEN JIETOYHOU Be-
Hoii u BI1B B pe3ynbrate Heg0CTaTOUHO-
CTHU TKaHU, Pa3[esIoNnieil JTaHHbIe CTPY-
KTypbl. Jledekr oObYHO coveTaeTcs
C aHOMAaJIbHBIM BITaJlEHUEM JIETOUHBIX
BEH, OCOOEHHO TIPaBO BEepXHEl JIeTod-
HOWi BEHBI.
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JedekT BeHeUHOTO CUHYCA TI0 TUITY HETTOKPHITOTO CUHY-
ca — Haubosee peakuit BapuanT JIMIIII. B aTom ciyuae BBese-
HHUE MUKPOITY3bIPHKOB Uepe3 JIEBYIO PYKY TIPUBOIUT K TOSIBIIE-
HUIO KOHTpAcTa CHavaja B JIEBOM, 3aTeM B IIPABOM IPEICEPINN.

Muorue namuenTsl ¢ JIMIIIT B petcTBe ocratorcsi Oec-
CUMIMTOMHBIMU, OJHAKO B T€UEHUE KMU3HU Y HUX, KaK MIPaBUIIO,
BO3HUKAET Psifi KIMHUYECKUX MPOSIBICHUN B BUIE CHUXKEHMUS
TOJIEPAHTHOCTU K (hU3UYECKOI Harpy3ke, GUOPUILISAIIMU TTpe-
cepmuii (PI1), mapamokcanbHOI 3MOOINH, JIETOYHOM TUTIEPTECH-
3UU U IEKOMIIEHCAIINU ITPABOXETYI0YKOBON HEJOCTATOYHOCTH.
Paszsutue nncynsra y nauueHton ¢ JAMIIIT moxeT ObITh cBsI3a-
HO KaK C MapagoKcaabHOi amMbonueii, Tak u ¢ OIT [7—10].

HAWNHUYECKHUE HABNKWAEHUA

[eiicTBUTETbHO, TIOKa3aHO, YTO PUCK Pa3BUTHUS WHCYJIbTa
u OI1 y manmeHToB ¢ BepuduumnpoBanHbiM B getctBe JMITTT
BbIILIE, YEM B COIMOCTABUMOI 110 TOJIY U BO3PACTY KOHTPOJIbHOM
rpymirie (oTHouieHue puckoB 3,8 u 18,2 cOOTBETCTBEHHO), Of1-
HaKO CBSI3b MEXIY 3TUMU PUCKAMU OCTaJach HeAOKa3aHHOU,
MOCKOJIbKY B KOTOPTE MCCJIEeIOBAaHMSI HU y OJHOTO MalieHTa
¢ uncynsrom PIT He BoisiBiieHa [17]. DTOT MapagoKcaabHbIA Ha
MEePBbIA B3IJISIO Pe3yIbTaT NaeT TMOYBY JAJs Pa3MBIIIICHUIA:
C OJIHOU CTOPOHBI, HEJIb3sT HE TIPUHSTH BO BHUMAHKE OTPaHU-
YeHUsI MCCIIeoBaHMs (MequaHa BO3pacTa MalMeHTOB Ha MO-
MEHT 3aBeplieHus] HabmompeHuss — 29 JieT; UCKIIoUeHNe U3
aHanmM3a cliydaeB WHCYJIBTOB, PA3BUBIINXCS O YCTAHOBICHUS

B npencraBiieHHOM cllydyae y mamdeHTa UMeJT MECTO
YAJJIB B Bume BnajgeHus MpaBbIX JerodyHeix BeH B BIIB.

YAJIB — 5To mopok, NpUBOASUINAI
K (hopMUPOBAaHUIO MMPABO-JIEBOTO IIYHTA,
KOTOPbII OOHAPYXKUBAETCS TTPU ayTOIICU U
y 0,4% moneit B momnysitvu. M3onupo-
BaHHast ¢opma YAJIJIB BcTpeuaercst
penko, B 90% ciydaeB 3TOT MOPOK CO-
nposoxaaetcd AMIII tuna sinus veno-
sus [11], KoTopblii ycyryoJisieT reMoau-
HaMMUUYECKYIO ITeperpy3Ky MpaBoro mpej-
cepnusi. Kak mpaBuiio, eciu m3 Jerod-
HbIX BeH B cuctemy BITB nepenamnpanisi-
ercs MmeHee 50% KpoBH, OPOK OCTaeTCs
KJIMHUYECKH OECCHUMIITOMHBIM, TOTIa
Kak Tpu 6ojiee MAaCCUBHOM IIIyHTe Y Tia-
LIMEHTOB Pa3BUBACTCSl KIMHUYECKU SIB-
Hasl meperpyska IMpaBbIX Kamep cepilia
C WX AwiaTaiuei, Mpu3HakKu JIeTOUHOM
TUTNEPTEH3UU U 3aCTOMHBIE SIBICHUS
B JIETKUX, YTO M HAOJII0AAIOCh Y Tallu-
eHTa M. [12].

[emommHaMuyeckass Tieperpyska
MPUBOAUT K 3JIEKPOPU3NOTOTUICCKOMY
pEeMOIeNUPOBAaHUIO TPABBIX KaMmep
cepaia U HOPMHUPOBAHUIO TIPEACEPI-
HBIX HapylIeHWI puTMa cepala, B Imep-
By1o ouepeanb — OIT [13]. B uccienona-
HUM, BKIoyawmomeMm 1168 mammeHTOB
¢ JIMIIII, noka3zaHO, 4YTO PUCK pa3BU-
tust OI1 y Takux GOJbHBIX BBIIIE, YEM
B COIMOCTaBUMOI MO TMOJIy U BO3pacTy
KOHTPOJIBHOM TpyIIne (I KOTOPTHI Ta-
IIMEHTOB 0€3 XUPYPTUUECKOTO 3aKPBITHS
JAMIIII: cKoppeKTUpOBaHHOE OTHOIIIE-
Hue puckoB 11,9%) [14]. C Bo3pacTtoM
PUCK Pa3BUTUS NPEACEPIAHON apUTMUU
y nauueHToB ¢ JMIIIT yBenuuuBaeTcs
[15]. Mo manusiM C.H. Attenhofer Jost
u coaBT. [16], cpenu 115 kaHIUAATOB Ha
xupyprudyeckoe 3akpeitue JAMIIIT no
tumny sinus venosus dactora ®II cocra-
Bwia 4; 28 1 53% B BO3pacTHBIX IPyIIax
1,5—40; 41—-60 1 60—80 jeT coOTBETCT-
BEHHO.

OMIUPUYECKH OXHUIAeMO, YTO
PUCK COCYIMCTBIX KaTacTpo@d y maumeH-
toB ¢ IMIIII Gynet Bblllle 3a CYET yBe-
JINYeHUST YacCTOThl KapIrodMOOJUH.

nuarHosa JMIIIT) u npenenbl BO3MOXHOCTE AUarHocTuye-
CKUX METOMOB (OTpaHUYEHHAsl MPOJOKUTEIBHOCTE MOHUTO-

Puc. 3. Uzobpascenus, nonyuennsie npu KT cepoua nayuenma M. ¢ konmpacmuposaHuem.
a — akcuanvrulil cpes: cmpeaxoil ykasau JIMIIIT no muny sinus venosus, degpexm pacno-
n0xcer medxncdy aeevim (1) u npaswvim npedcepouem (I111) na yposne ycmos BIIB;

6 — caeummanvras peghopmayus: cmpeaxoi ykazan JAMIIIT no muny sinus venosus,
pacnonoxcennviii mexcdy JII u I111 (6auxce k ycmoto BIIB); 6 — koponanvhas (¢pon-
ManbHas) peKOHCMPYKUUS: AHOMAAbHBILL OPeHaMdc NPasvix Ae2ouHbix éeH 6 BIIB, anomanb-
HO OpeHupyouuecs 1e204Hble 6eHbl YKA3aHbl cmpeakamu; e — oosemuas (3D) pexoncmpyk-
YUsL: YACMUUHBLI AHOMAAbHBLI OPeHAdc npassix ne2ounsix éeH 6 BIIB (ykazanol cmpenka-
MU); 0 — AKCUANbHBLIL Cpe3 HA YPosHe cmeoaa aeeouHoll apmepuu (JIA): dunamayus cmeo-
aa JIA (Ouamemp yseauuen 6 cpagHeHuu ¢ 80cxoosaujell aopmoii) cocmaensiem 35 mm —
NPUBHAK Ne204HOU 2UNepmeH3UuU; e — aKCUAAbHbLI CPe3 HA YPOBHE Jiceny00UK08:
NPU3HAKU 8bICOK020 dasaeHus 8 npasom yceayoouke (I12K): ounamayus I1K, uzeud
MeNCHCeNYO0UK0B8OLL Nepe2opodKU 6 CIMOPOHY 16020 ceaydoura (JI2K). Cmpeakotl ykazana
Medcanceny0ouK08as nepecopodka, omkaoHeHHas 6 cmopory JIK. Ao — aopma
Fig. 3. Contrast-enhanced CT of the heart of patient M.

a — axial plane: the arrow shows sinus venosus ASD, the defect is located between the left
(LA) and right atrium (RA) at the level of the orifice of the superior vena cava (SVC);

b — sagittal reformation: the arrow shows sinus venosus ASD, located between LA and RA
(closer to the orifice of SVC); ¢ — coronal (frontal) reconstruction: abnormal drainage
of the right pulmonary veins into the SVC, abnormally draining pulmonary veins are shown
by arrows; d — volumetric (3D) reconstruction: partial abnormal drainage of the right pul-
monary veins into the SVC (indicated by arrows); e — axial slice at the level of the
pulmonary artery (PA) trunk: dilatation of the PA trunk (the diameter is increased in com-
parison with the ascending aorta) is 35 mm — a sign of pulmonary hypertension;

f— axial slice at the level of the ventricles: signs of increased pressure in the right ventricle
(RV): dilatation of the RV, bending of the interventricular septum towards the left ventricle
(LV). The arrow shows the interventricular septum bended towards the LV. Ao — aorta
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Mononoii maueHT ¢ KPUMTOTEHHBIM
SMOOIMYECKUM UHCYJIBTOM
A —_
N N ITouck TUX
TKAT ¢ my3bIpbKOBOI P00t Apy
TPUIUH
+ | A
000. JIMIII + YIT-Bx0KT ¢ koHTpacTom ¢ orieHkoit MITIT u M2XKIIT
f\/II;K 0 2 B CTaHIAPTHBIX MMO3ULIUSX C MOIUDUIIMPOBAHHOMN =
A OuKaBaJIbHOM TTO3ULIMEH (TTIOUCK Sinus venosus)
'y
s N (oo b KT-
[MpusHaku neroyHoM +  IlpusHaku cuHapoma 1 Jlerounsie
9 ' 9 fmm s *  aHruorpadus
TUIEPTEH3UN? 1 Panmgio—Be6epa? ! ABM
Vo sy i S S . JIETKUX
3
A
+ -
KT cepaiia ¢ KOHTpacTUpOBaHUEM

Puc. 4. Aneopumm éepugpukayuu nputuHbL NPABO-1€6020 WYHMA.
TKAT — mpanckpanuanvuas donnaepoepapus; JIMXKII — depexm
Medncauceny0ouxosoll nepeeopodku; ABM — apmepuogenosnas marsgopmayus
Fig. 4. Algorithm for verifying the cause of a right-left shunt

punra DKI' He Bcerma mo3BoJisieT YIOBUTh apokcu3mbl DIT).
C opyroil CTOpOHBI, YUUTBIBAsE MOJIOJON BO3pAcT MAallMEHTOB,
MPaBOMEPHO paccMaTpUBaTh W APYroil MeXaHU3M Pa3BUTUS
MHCYJIbTa — MapagoKcallbHYI0 d9MO0INI0. DTa uaes OTYeTINBee
3BYYUT B YK€ YIIOMUHAaBILIEMCs ucciienoBaHuu | 14] ¢ yaactuem
1168 B3pocabix nmanueHToB ¢ JIMIII (MmenuaHa Bo3pacra ycra-
HOBJIEHUSI IMarHo3a — 47,7 rozia, 10Jst MAllueHTOB C Sinus veno-
sus — 4%). B aTom uccnenoBanuu pucku passutusi OI1 u uH-
cynbra B Koropte namueHtoB ¢ JIMIIIT npenckazyemo Obliu
BBIIIIE, YeM B TpyIire cpaBHeHUs. OMHAKO OOIBIINN WHTEpeC
npezacTasisgeT TOT (akt, uro DI1 umena mecto smib y 28% ma-
ueHToB ¢ JIMIIII, y KOTOpbIX MHCYJIBT CIYUYMIICS 10 XUPYPIU-
yeckoro 3akpbiTusg JMIIII, Torna kak B rpyrme naiuueHTOB,
Y KOTOPBIX MHCYJIBT Pa3BUJICS MOCJE XUPYPTUUECKOTO BMeIa-
tenbcTBa, yactora DII cocrabnsna 77%; TtakuM o6GpasoMm,
MOXHO MPEATNOI0XUTb, YTO PUCK UHCYJIBTA TPU OTKPBITOM Jie-
dekTe B yacTu ciayyaeB OMOCPENOBaH MapagoKcaaibHOU 3M0O0-
JIieii, a TocJie ero 3aKPhITUST OOJIBILITYI0 3HAYUMOCTh TTpUoOpe-
Taet @I [14].

XoTs1 puck napagokcaibHoil am6oauu npu AMIIIT He
Tak BBICOK, Kak mipu OOO, oH 00IIenpu3HaH U COCTaBISIET
14% [10, 18]. TpyaHo cKa3aTh, Kakasi JOJIsI CJIydaeB MapamoK-
casibHOU sMO0auu npu JMIIIT npuxoaurcss UMEHHO Ha Je-
dexT Tuna sinus venosus, Ho, C y4eTOM €ro HeBbICOKOIi pac-
MPOCTPAaHEHHOCTU, BEPOSITHO, OHA He BeJuka. B jurepartype
MPEeICTaBIEHBI OTAEIbHBIE OMUCAHUS CllydyaeB UH(papKTa MU-
okapnaa 1 MM nmo MexaHusMy mapaaokcaibHO d3MO0JIMU Ye-
pe3 AMIIII tuna sinus venosus [19, 20]. Bo Bcex ciyvasx aB-
TOPBI TOAYEPKUBAIOT OCOOYI0 3HAUMMOCTh OOIIIMPHOTO U He-
¢GopManTbHOrO AMArHOCTUYECKOTO TMOUCKA, MOAKPETUIEHHYIO
TMOTEHIUATbHON KypaOeabHOCTHIO MPUYUHBI WUIIEMUYECKUX
COOBITUT.

Cnenyet yuutbiBath, yTo ®I1 1 mapamokcanibHas 3M00-
JIUS — HE B3aMMOUCKJIIOYAIOLINE MEXaHU3Mbl. TpaH3UTOpPHbIE
HapyllleHUusT pUTMa MOTYT (OpPCUpPOBaTh MUTPALIMIO TPOMOOB,
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(hopMupyronIMXCS HEMOCPEACTBEHHO B 00J1aCTH AedeKTa nepe-
rOpOAKM, B TOM UMCJIE TOC/Ie ero 3akpbitus [21, 22].

HewusBecTHO, Kak MEHSIIOTCSI PUCKM Pa3BUTUSI UHCYJIbTA,
®I1 u mapagokcanibHOM 3MOOJUM B 3aBUCUMOCTH OT THIIA
JMIIII. BeposiTHO, Ha TaHHOM 3TaIle PUCKH IepeOpPOBACKYISIP-
HbIX coObITHi pu JAMITII 1o Tuty sinus venosus ciemayet ycaoB-
HO paccMaTprBaTh HapaBHE C COOTBETCTBYIOIIMMU PUCKAMM JIJIST
IIPYTUX TUTIOB Ie(PEKTOB.

VnbrpasBykoBast nuarHoctuka JAMIIII tuna sinus venosus
conpsikeHa ¢ psiioM TpyaHocteit. YIT-OxoKT, B ormuue ot TT-
9x0KI, obnanaer BbICOKOM UyBCTBUTEILHOCTBIO B TIMAarHOCTUKE
JIMIIII, B TOM uMcCIe TAKOTO PEIKOro BapuaHTa, KakK Sinus veno-
sus [23]. OgHaKo CyIIECTBYIOT OCOOEHHOCTH, K KOTOPBIM MOXKHO
OTHECTHU PACMOJIOXKEHUE TaHHOTO NedeKTa B BHICOKUX OTIesax
MIIIT u HemocTaTOYHBIN OIBIT Bpava-3XoKapauorpaducra
B IMarHOCTUKE PEIKMX BPOXKIEHHBIX MMOPOKOB Cceplia y B3pOC-
JIpIX auueHToB. CTaHAapTHas OMKaBasbHAsI TTO3ULIUS C OMHO-
BPEMEHHOI BU3yau3allieil 00eruX IMOJIbIX BEH B KAYECTBE OpU-
E€HTUPOB KOppeKTHO# Budyanu3amuu MIII, ucnonbsyemast mist
muarHoctukn OOO u Hambojee pacrpocTpaHeHHbIX JIMIIII,
He ONTUMAaJIbHA IS BUSYaIM3aLu Je(EKTOB THUTIA SINUS VENOSUS
M3-3a UX PAcToJIOXKEeHUs B BhICOKOI yact MITIT [24]. Dxokap-
nuorpaducT I0KEeH UMETh 0COOYI0 HACTOPOXKEHHOCTh B OTHO-
IIEHUW JaHHOM IMaToJIOTUH, B TEPBYIO OYepeldb NMPU HATUIUKU
MPU3HAKOB HEOOBSICHUMOI JIErOUYHOM rumnepTeHsuu [25, 26].
JI71s1 OLIEeHKU HaJMyus, JOKaJIU3aluu, KoaudyecTBa, Mopdoio-
run AMIII, noka3zaHuii isl yCTAaHOBKU OKKJIIOJEpa CJEAyeT
BusyanusupoBatb MIIII B psine nmo3uiiuii [27], a UMEHHO: YEThI-
pexkaMepHasi Ha ypoBHe cpenHeil Tpetu nuiiesona (ME 4C),
KOPOTKasl OCh a0pPTAJIbHOTO KJIallaHa Ha YPOBHE CpeIHei TpeTu
muiieBoaa (ME AV SAX), npuHOCSIINIA M BBIHOCSIIIAI TPAKThI
MPaBOTO XeJIyI0uKa Ha YpoBHE cpenHeit Tpetn nuieBona (ME
RV In-Out) u 6ukaBasbHast MO3UIMS Ha YPOBHE CpPeIHEl TpeTu
nuuieBona (ME bicaval). CrangaptHeiii npotokon YIT-OxoKI'
HEOOXOIMMO TOTIONHIATh MOIUMUIIMPOBAHHON OUKaBaJIbHOMN
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MO3ULIMEN C LEebl0 UCKIIOUeHUs Bo3MoxHoro JAMIIII no tumy
sinus venosus MyTeM JIETKOTO BpallleHUs JaT4YuKa MPOTUB 4aco-
BOI CTpEJIKM, CMEIIEHUS aTYMKa Ha ypOBEHb BEPXHEW WU
HVDKHEW TPETH MULLEBOIA.

Jlnst cBoeBpemeHHol Bepudukauuu JTTMM Ttuna sinus
venosus kak npuurHbl MU MoXHO Mcnonb30BaTh Cliefyloluii
anroputm (puc. 4).

Jaknwyenne

[IpencraBiaeHHbI KIMHUYECKUMN Cllydyail WLTIOCTPUPYET
BO3MOXHOCTb pa3BUTUA nn Yy nanueHTa CpeaHEro Bo3pacTa 110
MEXaHU3MY NapaJoKCabHOU AMO0INU, peanusyrouieics yepe3

HAWNHUYECKHUE HABNKWAEHUA

penxuit Bapuant AMIIIT — sinus venosus. Bepudukauus npu-
YMHBI MHCYJIbTA CTajla BO3MOXHOI 6aarogaps nposeaeHuto KT
cepaua. YiabTpa3BykKoBasi AuMarHoctuka gaHHoro Buma JIMITTT
Take BO3MOXHa, HO TpeOyeT MCIOJIb30BaHUSI 0COOOT0 MPOTO-
kosia. McTOYHMK mapanokcaibHON 9MOOIMU OCTalICs] HEUM3BEC-
TEH, OJHAKO, C YUETOM IPOBOLIMPYIOLIMX (PAKTOPOB (IIUTEb-
HBII MepesieT), MOXXHO MPEATNOJOXUTh, YTO UM SIBUJIUCH BEHbI
HUKHUX KoHeyHocTe. BoisgBnenue JAMIIIT kak npuunnsr MU
MO3BOJIMJIO HAMpPaBUTh TAlIMEHTa Ha XUPYpruyeckoe JeuyeHue,
HEOOXOMMMOe KakK ISl MPOMWIAKTAKNA ITOBTOPHBIX MO3TOBBIX
KaTacTpod, Tak M I TIPeIOTBpAIleHUs Pa3BUTHS CEPACUYHOM
HEJIOCTaTOYHOCTH.
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