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KT — IUATHOCTHUKA BPOXJIEHHBIX ITOPOKOB CEPJILIA
YITAIIUEHTOB C CUHAPOMOM I'ETEPOTAKCHUU

Paan Tammo, T.A. fInbinckas, H.B. Pokunkas, JI.B. Pokuukas, A.C. Konapauyk, E.B. Epmosa,
H.H. Pynenko

TI'Y «HIIMI] demckoii kapouonoeuu u kapouoxupypeuuw» M3 Yipaunot
(Kues)

B pabote npencraBiieHbl pe3yJIbTaThbl 00CIeA0BAHHYS C TOMOILLBIO MYJIbTUAETEKTOPHON KOMITb-
FOTepHOI TOMOrpadyy 54 TTAIEeHTOB ¢ BPOXKICHHBIMI ITOPOKAMM CEPILIA ¢ CHHIPOMOM IeTepoTaK-
cuu (33 maumeHTa — ¢ acrieHuei, 21 mauueHT — ¢ noaucruieHueit). IpoaHaau3upoBaHbl CTPYKTYpa
BIICy nanueHToB C CHHAPOMOM IeTepOoTakKCUU U 0COOEHHOCTU B3aMMOPACTIONOKEHUS CEpLIA, KPYTI-
HBIX COCYIIOB, BHYTPEHHMX OPTaHOB, XapaKTePHBIE IJIsT PA3IMIHBIX BUIOB CUHIPOMA TeTePOTAKCHU.

KioueBble c10Ba: 6poscdentbie nopoku cepoua, MynsmuoemeKmopHas KOMNbIOMePHAs MOMO2-
pagus, cuHopom cemepomarcuu, situs solitus, situs inversus, situs ambiguous, acnaeHus, NOAUCHACHUS.

Cunapom rerepotakcuu (heterotaxy syndrome, ot rped. heteros — pa3nnuHbIid, APYTOi; taxis —
PpacToIOKeHNE) — 3TO BPOXKIAECHHBIN TTOPOK Pa3BUTHS, SIBJISTIOLIUICS PE3YJIBTATOM HapyIIeHUS 9M-
OprOHaTbHOTO (POPMUPOBAHMST JIEBO-TIPABOM ACHMMETPHUM BHYTPEHHUX OpraHoB [ 1], KoTopoe npu-
BOJIMT K IBYCTOPOHHE CUMMETPUN MOP(OIOTMIECKI aCUMMETPUIHBIX BHYTPEHHUX OPraHoB [2].

TepmuH situs (OT Tpey. MOJOXKEHUE UM JIOKATU3alMsI) UCIIOJIb3YeTCs 11sl 0003HAUEeHUS
MOJIOKEHMST TIPEACEPANiA 1 BHYTPEHHUX OPTaHOB IO OTHOIIEHUIO K CPEAUHHOW JTUHUN WA
caruTTaJabHOM MJI0CKOCTH Tena [3].

Cyl1eCcTBYIOT TPU TUIIA MOJOXEHUS MPeACcepAnii 1 BHYTPEHHMX OpPraHoB (situs): situs solitus,
situs inversus u situs ambiguous.

Situs solitus — 3To HOpMaJibHOE pacIojioKeHUe MpeacepaAnii 1 BHYTpEHHUX opraHos. Yac-
TOTa BPOXAEHHBIX MOpokoB cepalia (BI1C) y mauueHToB ¢ situs solitus ¢ 1eBokapaueii coctas-
nset 0,6%—0,8%, ¢ nekcTpokapaueit — 95% [4].

Situs inversus — 3epKaJibHOE PACIIOIOKEeHKE TTPEICEPANiA 1 BHYTPEHHUX OPTaHOB C COXpaHEeHM -
eM acummeTpun, Betpeuaetcest B 0,01% ciyuaeB 1 coueTaeTcest Kak ¢ IEKCTPO-, TaK U C JISBOKApIUEH.
Yacrora BIIC y nanueHToB c situs inversus ¢ rekctpokapaueii cocrasisieT 3—5% [4]. Situs inversus ¢
JIeBOKap/uei — KpaitHe peikoe coueTaHue, mpu koropom yactota BITC cocrasrsier 100%.

IIpu situs solitus u situs inversus MoJioxxeHue MpeacepaAnuil BCeraa COOTBETCTBYET MOJIOXKEe-
HUWIO BHYTPEHHUX OPTAHOB.

B ciyuae korna ronoxkeHne BHYTPEHHUX OPTaHOB HEJIb3sT OTHECTHM HU K situs solitus HU K
situs inversus, rOBOPST O HEOMPeIeJIEHHOM MOJIOKEHU U BHYTPEHHUX OpraHoB (situs ambiguous)
WA CUHIPOME TeTepPOTaKCUM, KOTOPBIN ITOYTH BCErlla COYETaeTCsl C TaTOJIOTHUEH Cele3eHKU
(oTcyTCTBUE CeNe3eHKN — acIUIEHMST; HAJIMYME MHOXECTBEHHBIX CeJIe36HOK — TMOJMCIIEHMS ).

Yacrora BI1C npu cuHApOME reTepoTaKCuu, IO JaHHBIM psifia aBTOPOB, cocTaBsieT oT 50%
10 100%. Toabko 5% malueHToB ¢ 3TUM CUMHAPOMOM A0KMBAIOT J0 MSITUJIETHETO Bo3pacrTa [5].

Cyl1ecTBYIOT 1Ba TUIa CUHIPOMA reTepoTakCHu (Situs ambiguous): CHHIPOM reTepoTakKCUu
¢ acTuieHuel (TIpaBblii UI30MEPU3M, CUHAPOM aciuieHnu, Ivemark syndrome) u cuHIpOM TeTe-
pOTaKCHU C MOJUCIIEHUE! (JIeBBbI M30MepU3M, CUHIPOM ToJMCIUIeHU). TepMUH «1M30Me-
pU3M» TIOIpa3yMeBaeT HaJIMUKMe ¢ 00enX CTOPOH TOJIBKO MOPGOJIOrMYeCKHU MPaBbIX NI MOP-
osrornuecku JIeBbIX CTPYKTYP Y OHOTO Y TOTO XK€ MHAMBUIA.

CUHAPOM TeTepOoTaKCHH ¢ acCTJICHUEN ITpe/IoiaraeT Halnure OuiaTepaibHO MPaBbIX TIPe-



CepIuii, IByX JIETKUX C TPeMsI TOJISIMU Kaxk10e, 000X OPOHXOB, PACITOJIOKEHHBIX Hall JIETOY -
HBIMU apTEPUSIMU, LICHTPAJIBHO PACTIOJIOXKEHHOM MeYeH!, OTCYTCTBUE CEJIE3eHKU, HEoTpe/e-
JICHHOE TOJIOXKEHUE KeTyaKa, BEPXYIIKU cep/lia, TUCKOPAAHTHON C pacoNOXXEeHUEM XeTya-
ka. BI1C npu cuHapoMe reTepoTakcuu ¢ acTuieHrel BeTpedatorcst paktuiecku B 100% cirydaes,
C JIETAJIbHOCTBIO Ha IEPBOM IOy KU3HU 10 79% [6].

CUHIIPOM TeTepOTaKCUH C TIOJIMCITICHHUE! TTPe/IroiaraeT Halnare OuarepasbHO JIEBbIX ITPeT-
cepavii, MHOXXECTBEHHBIX CEJIE3EHOK, TiepephIBa HIKHE TTOJIOM BEHBI C TTPOIOJIKEHUEM €€ B He-
MapHYI0 WU MOJTyHEeNnapHyto BeHy (azygous, hemiazygous continuation) mpaBoro u IeBOro Jerkoro,
MMEIOITNX I10 JIBE O KaXKJI0€, IJTaBHBIX OPOHXOB, PACIIOIOKEHHBIX IO/ ISTOYHBIMU apTePUSIMU,
LIEHTPAJIbHOE PACIIOIOXKEHUE TIEYSHHU, TIOJIOKEHME SKeTy/IKa B HEOTIPeIeJICHHOM MTO3UIIY, BEPXYLITKU
cepaua, TMCKOPAAHTHOM K pacloIokKeHUo Xeyaka u cene3eHok. BITC npu cuHapome rerepoTtak-
CHUU C IOJIMCITIEHMEN BeTpedarotest B 90% citydaeB, ¢ JIETaIbHOCThIO Ha TIEPBOM rofy XKu3Hu 10 61% [7].

C pa3BUTHEM MYJbTUAETEKTOPHON KoMmmbloTepHoit Tomorpaduu (MIKT) u MarHuTHO-
pe3oHaHcHol ToMorpaduu (MPT), ¢ ux mmpokum rcrnoib3oBaHueM B nuarHoctrke BITC 3Ha-
HUST MOP(MOJIOTUY U B3aMMOPACITOJIOKEHUSI BHYTPEHHUX OPTaHOB CTaJIM HEOOXOAMMBIMU JIJIST
paaroJiora B KOMIUIEKCHOM TMarHOCTUKE CUHIPOMa FeTepOTaKCHH.

Hens — npoaHanu3upoBath cTpykTypy BIIC y manmeHTOB ¢ CMHAPOMOM TeTepOTaKCHH,
BBISIBJIEHHBIM ¢ momolbio MJIKT.

Marepuanunmeroabl. C 2007 o 2010 r. BKIIIOYUTEIBHO 00C/IeI0BaHO 54 maleHTa B Bo3pacte ot |
nHs 1o 25 net ¢ BIIC, ¢ cunnpomom rerepotakcuu. M3 Hux 33 malyeHTa — ¢ CMUHAPOMOM reTepoTaK-
cuu c acruteHuei (10 neBouek, 23 MaJibuuKa), CpeHuiA Bo3pact — 2,5 Mec., 1 21 MalueHT — ¢ CUHAPO-
MOM reTepoTaKCUM ¢ nojauciuieHuei (12 neBouek, 9 MaIbuMKOB), CpeHuUii Bo3pacT 4 T. 9 mec.

BceM marmeHTaM BBITTOJTHEHA KOMITbIOTepHAst ToMOrpadusi OpraHOB IPYIHON U OPIOIITHOMN
MOJIOCTU C BHYTPUBEHHBIM KOHTPACTUPOBAHUEM, C MUHUMAJILHOM JTy4eBOI Harpy3Koii Ha Ta-
uueHTa. Texnuuyeckue napametpbl KT-uccieaoBaHysi ObUTU CIEAYIOIIMMU: KoTuManus — 1,5—
2,0 MM; COOTHOIIICHNE CKOPOCTh ABIKEHUS CTOJIA / TIOJHBIN 000poT Tpyoku (Feed / Rotation)
— 36 MM; BpeMst potauuu Tpyoku — 0,5 cex; TosurHa cpe3a — 2,0 MM; MIHTEPBal PEKOHCTPYK-
uuu — 1,5 mM. B 3aBHCMMOCTH OT Beca naiMeHTa cujia Toka Ha Tpyoke coctansiia ot 25 no 100
mAs, a HanipsixkeHue — oT 80 go 120 kV.

PesyabTathl. Y 33 malMeHTOB ¢ CUHAPOMOM IreTepOTaKCUU Cele3eHKa OTCYTCTBOBAJIA, OMpe-
NIesI0Ch OunarepasibHOe MOP(MOIOTMUECKU MPaBoe Mpeacepare v HeopeneeHHOE MOIOXKeHe
BHYTPEHHMX OpraHoB. Y 21 mamueHTa ¢ CHHIPOMOM TeTepOTAKCUM OTIPEAE/ISTTUCH MHOXECTBEH -
HbIE CeJIe3eHKHU, OrtaTepaibHoe MOP(MOJOTMUYECKU JIEBOE MPEACEPAUE U HEOTIPEIeIeHHOE MOJ0-
>KeHMEe BHYTPEHHUX OpraHoB. JlekcTpokap/ust Obula BbIsIBJIeHA y 13 MAIMeHTOB C CUHAPOMOM
reTepoTakCHH ¢ acruleHrel (paBblii U30MePU3M) U Y 6 TALIMEHTOB C CUHAPOMOM TeTEPOTAKCUU
¢ mosMcruieHuel (Jieblid n3oMepusm). BIIC y maieHToB ¢ CMHAPOMOM reTepoTakCUM BCTpeya-
ek B 96,3% citydaes: B 100% cityyaeB — y naludeHTOB ¢ aciuieHuei u B 90,5% — y maumeHToB ¢
noycruieHueii. BIIC, BbIsSBIIEHHBIE Y MALIMEHTOB C CUHIPOMOM T€TepOTAKCUM, OBLIH CIISTYIO-
MU aTPUOBEHTPUKYJISIpHAsI KOMMYHMKaLus — B 51,8% (n = 28) ciydaes; IBOITHOE OTXOXKIe-
HME MarucTpaibHbIX COCYIOB OT MPABOTro Xeayaouka — B 26% (n = 14); eAMHCTBEHHBII XeTyn0-
yek — B 22% (n = 12); TpaHCMO3UILIUSI MarMCTPAbHBIX COCYI0B — B 22% (n = 12); atpe3us u
CTEHO3 JIErOuHOM apTepun — B 48% (n = 26); aHOMaJbHBII APEHaK JETOUHbIX BeH — B 74% (n =
40) (y maiMeHTOB C YaCTUYHBIM aHOMaJIbHBIM IPEHAXKOM JIETOUHBIX BEH JICBBIC JIETOUHBIE BEHBI
BMaJaJId B JIEBOPACITOIIOXKEHHOE TIpeicep/re, MpaBble JIeTOYHbIe BEHbI BIaaJId B TIPaBOPacIo-
JioxeHHoe npeacepaue). [lepepbiB HYZKHE MO0 BEHbI ¢ azygous Wi hemiazygous continuation
BCTpEYaJICs TOJIBKO Y TIAIMEHTOB C CHHIPOMOM Te€TePOTAKCUU C MOJTUCIUICHUEH 1 ObLT OTMEYEH y
90,5% w3 Hux (n = 19), U3 HUX HemapHasl WIK NoJyHenmapHasi BeHa Brajaja B JIECBOCTOPOHHIOIO
BepxHIoto nonyto BeHy (BI1B) B 63,1% citydaes u B ipaBocTopoHHI010 BITB — B 36,9%. [1paBocTto-



ponHsist BIIB BcTpeuanach B 18,5%, neBocroponnsist BITB — B 24,1% v GunatepalibHasi BEPXHSIS
nosnas BeHa — B 57,4% (n = 31). EquncrBeHHas 1eBocTopoHHsst BITB B92,3% ciyyaeB Briagaia B
JIEBOPACIONIOKEHHOE Mpeacepaune u B 7,7% ciyyaeB — B KOPOHAPHBIN CUHYC, €AMHCTBEHHAS Tpa-
BocTopoHHsist BITB Bo Bcex ciydasix Brajgajia B mpaBOpacoioKeHHOE Mpeacepame.

BoiBoapl. [TpoaHaiuzrpoBaHHbIE pe3yJibTaThl mokazauu, uto MJIKT naeT BO3MOKHOCTb IMOJTYYUTh
JeTATbHbIE TAaHHBIE 0 MOP(OIOTMHU CepIIlia, KPYITHBIX COCYIOB, aHATOMUM BHYTPEHHMX OPTaHOB U X
B3aIMOPACIIOIOXKEHW U 1151 TOCTAHOBKY TOYHOTO TMArHO3a CUHIPOMA reTepOTaKCU U, UTO MpeaoTpe/ie-
JISIET MATTbHEMIITYIO TAKTUKY BeIEHHSI TAIIMEHTOB co cJIoxKHbIMU BITC, cBSI3aHHBIMY C HUM.
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KT-JIATHOCTUKA BPOJIZKEHUX BAJI CEPLIA Y ITALIIEHTIB 13 CHUHAPOMOM
TETEPOTAKCII

Paan Tammo, T.A. Slaunceka, H.B. Pokunbka, JI.B. Pokuipka, A.C. Konapauyk, €.5. €pmosa, H.M. Pynenko

Y pobori rpeacTaBaeHO pe3yJIbTaTh 0OCTEXEHHSI 3a JOTTOMOT'0OI0 MYJIbTUAETEKTOPHOI KOMIT I0TepHOT
ToMorpadii 54 naiieHTiB i3 BpOIXKEHUMU BaJaMU ceplis i3 CMHIPOMOM reTepoTakcii (33 narieHTa — 3 acn-
JIeHi€1, 21 naiieHT — 3 nonicruieHiero). [IpoananizoBano ctpyktypy BITC y naiiieHTiB i3 CHHIpOMOM rete-
pOTaKcii Ta 0COOTMBOCTI B3aEMOPO3TAIITYBAHHST CEPIIsT, BEJIMKUX CYIWH, BHYTPIIITHIX OpraHiB, XapaKTepHi
JUTS1 Pi3HUX BUJIB CUHAPOMY FeTepOTaKCii.

KimouoBi cioBa: podoiceni 6adu cepuys, myavmioemexmopra KoMn 1omepHa momoepaqhis, cCunopom eemepo-
makcii, situs solitus, situs inversus, situs ambiguous, acniemis, noaicnaeHis.

CT DIAGNOSIS OF CONGENITAL HEART DISEASE IN PATIENTS WITH
HETEROTAXY SYNDROME

Raad Tammo, T.A. Yalynska, N.V. Rokytska, L.V. Rokytska, A.S. Kondrachuk, Y.B. Yershova, N.M. Rudenko

This article demonstrated the results of 54 patients with congenital heart disease with heterotaxy syndrome
(33 patient with asplenia, 21 patient with polysplenia) underwent MDCT. We analyzed our results of the role of
the CT diagnosis in patients with congenital heart disease associated with heterotaxy syndrome, and show the
relationship of the heart, thoracic and abdominal organs in deferent type of the situs.

Key words: congenital heart disease, multidetector computed tomography, heterotaxy syndrome, situs solitus,
situs inversus, situs ambiguous, asplenia, polysplenia.



