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CHHIPOM reTepoTakCHH — 3TO BPOKIEHHBII MOPOK Pa3BUTHS, MPH KOTOPOM BHYTPEHHHE OPraHbI IPYJHOI M OPIOIIHOM MOJI0CTH
HMEIOT AaHOMAJIbHOE pacnosioxkenue. JIoauM ¢ JaHHBIM CHHIPOMOM HMMEIOT MHOXKECTBEHHbIE CJIOXKHbIE JAedeKThl cepaua, cocyaos,
ceJie3eHKH, lIeYeHH, JeTKUX 1 IPYrux opranos. CHHIPOM reTepOTAKCHH OTHOCHTCS K PEIKOi ATOIOTHH, KOTOpasi TpedyeT MyJIbTH-
JTMCUMIUIMHAPHOTO MOIX0/1a K JMATHOCTHKe. B cTaThe 1eMOHCTpUpYeTCs peKkuii clrydaii reTepoTakcHu, Ha01I0JaeMblil B OTAeIeHH
nyasmoHonornu HUKU nemquatpuu um. akanemuka 10.E. BeapsTumesa.
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Heterotaxy syndrome is a congenital malformation in which the internal organs of the chest and abdominal cavity have an abnormal
location. People suffering from this syndrome have multiple complex defects in the heart, blood vessels, spleen, liver, lungs and other
organs. Heterotaxy is a rare pathology that requires a multidisciplinary approach to diagnosis. This article demonstrates a rare case
of heterotaxy observed in the pulmonology clinic of the Veltischev Institute.
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CI/IH)IpOM TreTeEPOTAKCUM — TSKENIbIii KOMOMHUPO-
BaHHBIA TOPOK pa3BUTUSI BHYTPEHHUX OPraHOB,
BO3HMKAIOIIUIA B pe3yJbTaTe aHOMaJUMU B IEPUOJIE
SMOpUOTeHe3a, KOTopas MPUBOAUT K HAPYLIEHUIO TPO-
liecca JlaTepajn3alii ¥ 3aTparuBaeT OpraHbl OPIOLTHOM
U TPYIHOI TOJOCTU. B nutepaType BCTpedaroTcsl TaKue
CMHOHMMBI JAaHHOTO CHHIpOMa, Kak situs ambiguus,

«BUCLIepajibHas reTepoTakcusi» [1]. B HacTosiiiee Bpemst
CUHIPOM TeTepOTaKCUM paccMaTpuBaeTCsl KaK TeHeTH-
YecKM JeTepMUHUPOBAHHOE 3a0osieBaHue [2].
AHOMaJIMK pacnojioXKeHUsI BHYyTPEHHUX OPTaHOB acCo-
LIMMPOBAHBI ¢ IBYMSI OCHOBHBIMM HaITpaBJIEHUSIMU TIaTO-
reHesa. [lepBoe HampaBiieHUe — 9TO HapyllleHUe padOThI
LIWIMAPHOTO SMUTEJINS, CONPSKEHHOE ¢ (POpMUPOBaHUEM
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LIMJTMOTIATHiI, B KOTOPbIE BXOIAT MEepBUYHAS LIVTHApHAST
nuckuHe3ust (cuHapom KaprareHepa), cUHIpoOM AJlb-
crpema, bapne—bumnsa, Kybepa, BpoxkneHHbIT aMaBpo3
Jlebepa, cuaopom Cenmopa—Jlokena, Mekkena—I'yoepa.
IIpu sTom moBpexknaercss MOTOpHBbIN Oenok Left right
dynein (Lrd), 4To NMpUBOAUT K HAPYIIEHUIO JIJAMUHAPHOTO
MTOTOKA BKCTPadMOPHOHATBHOM KUIKOCTU. B oTCcyTCTBHME
MPaBUILHOTO HATPaBJIEHUsI TTOTOKA MTPOUCXOIUT PaHIo-
MM3aIMs JIEBO-TIPaBOTO PacojiokeHs. 3a pa3BUTHE Tep-
BUYHOM IIMJIMAPHON TUCKUHE3NU OTBETCTBEHHBI MyTallUN
B IIMPOKOM CIIEKTpPe T€HOB, 4Yallle BCEro BCTPEYaloTCS
naroreHHble BapuaHThl TeHoB DNAHS, DNAH 11 [3].

Bropoe HampaBieHne — HapylleHUe Tiepenayu CHr-
Hama 1o Notch-siglaning myTH, KoTopasi 0oOyclOBJieHa
BPEMEHHBIM TIOBBIIIEHEM KOHIIEHTpauun noHoB Ca’'.
HMMeHHO upe3MepHasl akKTUBaLUS JAHHOTO TIYTH COIpSi-
XeHa ¢ (opMUpOBaHMEM W30MEpH3Ma, OCHOBAHHOTO
Ha nedexre 6enKoB, Koaupyembix reHamu: ZIC3, ACVR2B,
LEFTYA (EBAF), CRYPTIC, CRELDIwn NKX2.5[4, 5].

Ocoboe BHMMaHME TPUBJIEKAIOT Haubosee M3ydeH-
Hble MyTauuu B TeHe ZIC3, KOTOpbie MOTYT BBI3bIBaTh
JIMOO KJIAaCCHYECKYIO TeTepOoTaKCUio, JTMO0 M30JIMPOBaH-
HbIe TOpoKU cepana. [TpubmusurtensHo 1% ciydaeB crio-
pamndecKkoit reTepotakcuu u 6osee 75% ciydaeB cemeii-
HOI X-CIEeTIEHHOM TeTepOTaKCUU CBSI3aHbI ¢ MyTallei
Brene ZIC3

Kiaccudukanust pacroyioskeHUss BHYTPEHHUX Opra-
HOB BKJTIOUAET CJIEAYIONINEe cocTosTHMS: Situs solitus; Situs
inversus; Situs ambiguus (heterotaxia). Situs solitus —
HOpPMaJTbHOE PACITOJIOKEHWE OPraHOB TPYIHON M OpIOII-
HOW ITOJIOCTH, BEPXYILIKA CEpALla PACIOJIOXKEeHa B JIEBOW
MOJIOBUHE TPYIHOW KIIETKM, TMeYeHb HAXOMIUTCS OOJIbIIe
B IIpaBOil ITOJIOBUHE OPIOIIHOIM IIOJIOCTH; KpPOMeE TOTO,
onpeessieTcsl TPaBWJIbHAS apXUTEKTOHWKA OpPOHXMAJTb-
Horo nepesa [4]. Situs inversus — 3epKaJibHOE PacMojo-
>KeHUe BHYTPEHHUX OPraHOB — COCTOSTHHE, TIPU KOTOPOM
OTMeYaeTcsl 0OpaTHOE pacroOXeHNe BHYTPEHHMX Opra-
HOB, BEpXYIIIKa CepIlia PacIioioKeHa B MPpaBoii TOJIOBUHE
TPYAHOIN KJIETKW, TIeYeHb HaXOMWUTCSl OOJbllle B JIEBOM
MTOJIOBUHE OPIOIIHOW TIOJIOCTH; KPOME TOTO, OIpeaesi-
eTCsl aHOMaJTbHast apXMTEKTOHNUKA OpPOHXUAILHOTO JIepeBa,
JIEBBI TJIaBHBIN OpOHX KOPOTKMI M IIMPOKUIA, a TIpaBbIit
IJIaBHBIM OPOHX IJIMHHBINA 1 y3Kuid. Situs ambiguus (het-
erotaxia) — Heomnpeze/eHHOe TOJIOXKEHUE OPraHOB Tpyl-
HOW U GPIOLIHON TOJIOCTH, B paMKaX KOTOPOTO BBIIEISIIOT
MPaBOCTOPOHHUI M30MEPU3M U JIEBOCTOPOHHUI M30Me-
pusMm [6]. Bum m3omMepusma yTOUHSIETCSI CTPOTO IO MOp-
donorum yiex npencepauii. Tororpaduueckast aHaTOMUST
1 MOPOJTOTHS CeIe3eHKH He MCITOIB3YeTCs C 1IeJTbIO CTpa-
TU(UKALMKT (POPMBI TETEPOTAKCUU B CBS3M C TEM, UTO TaH-
HBII MPU3HAK He SIBJISICTCS YCTOMUMBBIM ITOKa3aTesIeM.

ITpaBoCcTOPOHHMIT M30MepPU3M dYallle BCEro BCTpeva-
eTcsl B paMKax cuHIpoma MBeMapka M BKITIOUYAET CIIEIy-
fo1Me pu3Haku [7]:

1) aHoOMaJIbHOE pPACIIOJIOXKEeHNE Cep/lia, MPOSIBIsSIO-
1eecs [eKcTpakapaueit 1mdo Mme3okapaneit (CpeaMHHbIM
nojioxkeHuem) [8];

2) mopdoornuyecku obda yiika Tpeacepansi UMeroT
MPU3HAKHU YIITKA ITPAaBOTO MPeaCcCepaus;

3) aHOMaJIbHBINf CUCTEMHBII BEHO3HBII BO3BpAT,
B 71% caydaeB BcTpevaeTcsl OuaTepajbHasl BEpPXHSIS
noJyiag BeHa, mout B 100% ciydyaeB OTCYTCTBYeT KOPO-
HapHBI CUHYC, a HIDKHSS T0Jlasg BeHa BIAaJaeT B OJHO
n3 npencepauii [7];

4) JeroyHbIii BEHO3HBIM BO3BpAT B CBS3U C OTCYT-
CTBMEM MOP(OJIOTMYECKH JIEBOTO Tpeacepaud [6, 8];

5) aHOMaJIbHOE aTPMOBEHTPUKYJISIPHOE COeTUHEHNUE,
MPUBOJISIILEe K HApYIIEHUSIM CO CTOPOHBI TTPOBOISILEH
CHCTEMBI Cepalia; yIBOEHNEe CUHYCHOTO y3J1a;

6) emuHOE TIpecepaue;

7) B 96% ciyuaeB BCTpevaeTcsl CTEHO3 WJIM aTpe3us
JIeroyHOIt aptepuu [9];

8) BHecepIeuHbIe MPOSIBJICHUSI:

— OTCYTCTBUE cene3eHKkU B 80% ciydyaeB, olHa celie-
3eHKa B 17% v nonucruieHust B 3—4% cnydaes [10];

— B 90% cnyuaeB oba JIETKMX MMEIOT TPEXIOJIeBOE
CTpOeHMUE;

— OIIpeessieTCs] LIEHTPaIbHOE TMOJIOKEHUE TIEYSHH ;

— WMeeTCsl MaJIbpOTalsT KUIIIeUHUKa;

— OOBIYHO OTCYTCTBYIOT HapylIeHUs OWIMapHOTO
TpakTa.

JIeBOCTOpOHHMIT M30MEPU3M BKITIOUAET CIIECAYIONINE
MPU3HAKU:

1) Mopdoaornuyecku obda yiika Tpeacepansi UMeroT
MPU3HAKU JIEBOTO MpeACEepAusi, YIIKO aHATOMUYECKU
MPaBOrO TpEACEPAUsT TPEYTOJbHONH (OPMBI C TYIBIM
YIJIOM, ITUPOKUM COETMHEHHUEM C MOJIOCThIO COOCTBEHHO
MPaBOrO MpeAcepausT 4Yepe3 TepMHUHAIbHYIO O0po3ny,
a aHATOMHWYECKM YIIKO JIEBOTO TIpeacepiaust TpabeKy-
JIU3UPOBAHOM CTPYKTYPBI, YITMHEHHON (DOPMBI, MMeeT
y3KOe OCHOBaHME;

2) aHOMaJbHOE TMOJIOXKEHUE Ccepllla BCTpedaeTcs
B 40—50% ciygaes [10, 11];

3) aHOMaJIbHBIN BeHO3HBIN Bo3Bpar. B 80% ciyuaen
BCTpevaeTcsl TpepbiBaHNEe HIDKHEN TMOJI0 BEHBI M pac-
IIMPEeHUEe V. azygous, BMANAIONIE B BEPXHIOW TOJYIO
BEHY, TTOMHUMO 3TOTO BO3MOXHO BIaJicHUE MeYECHOYHBIX
BEH B pasHble npeacepaus [12, 13];

4) nedexT MexXMpencepaHOol MeperopoaKku;

5) 00CTPYKIIMST BBIXOTHOTO TPAKTa JIECBOTO XKEJIyI04Ka;

6) aHOMaJTMM TIPOBOMAMIICH CUCTEMBI Cepla, MOXKET
ObITH OuJIaTepaibHOE OTCYTCTBUE CHHOATPUATBLHOTO
y3na 25%;

7) BHecepaeuHble nposiBnenus [12, 13]:

— monucruieHns B 88%:;

— B 90% cinyuaeB MopdOJOrMuecKu 00a JIErKux
HUMEIOT ABYIOJIEBOE CTPOSHHUE.

— KOJbIEBUIHAS TTOIKETYIOUHAS XKeJe3a;

— aTpe3usl XKeTYEeBBIBOMSAIINX ITyTe€ BCTpedaeTcs
B 11% cny4aes.

C menplo KayecTBEHHOU M 3(P(MEKTUBHON AMAaTHOC-
TUKA TETEPOTAKCUM TIPUMEHSIIOT pa3MIHbIE METOIbI
Bepudukauu TOpoKoB. PeHTreHorpacdusi opraHoB
TPYIHOM KJIETKU He TTO3BOJISIET TOYHO BepH(MHUIIMPOBATH
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KapauajdbHble aHOMAaJluM, OJHAKO Ha PEeHTreHOrpaMMe
IPYIHOM KJIETKW MOKHO BBISIBUTH AaHOMAJTUU PACITOIOXKE-
HUST cepalla, TaKue Kak AeKCTpakapaus W Me30Kapaus,
AHOMAJIMA PACIIOJIOXEHHUST OPTaHOB OPIOLTHOW TI0JIO-
CTU — pAacCITOJIOKEHUEe TeHU MeYeHHM, a TAKXKe OTIPEICINTh
n3zoMepusM OpoHxuasbHOTO Aepesa [13]. Ha cranmapt-
HOI 3JIEKTPOKAapANOTPaMMe U TIPY XOJITEPOBCKOM MOHU-
TOPUPOBAHUU DJIEKTPOKAPANOTPAMMBI PETUCTPUPYIOTCS
pa3IMYHOM CTENEeHU BBIPAKEHHOCTU AaTPUOBEHTPUKY-
JigpHas 60Kama, B Goyiee peIKUX CIydasix OTMEYaroTCs
HaKeTynoukKoBble aputMun [14]. O0sg3aTeIbHO TIPOBO-
JIATCS YIABTPA3BYKOBOE MCCIEeNOBaHKWE OPIOIIHON MO0~
CTU B COYETaHUU C JomTieporpadueit. B mponuioM rete-
poTakcHsl pas3neisiach Ha TaK Ha3bIBaeMble CHHIPOMBI
acIJICHUM W TIOJUCIUIEHUU. B HacTosiiee Bpemst Bapu-
AHTBI TETEPOTAKCUM ONPENCNISIOTCS TTPEUMYIIECTBEHHO
10 MOP(MOJIOTUM TIpEICEPANiA, OMHAKO OTCYTCTBUE Celie-
36HKU MOXET OBITb COMPSIKEHO ¢ (QYJIbMHUHAHTHBIM
TedeHWeM WHMEKIIMOHHOro Tpoliecca. omnmieporpa-
(usa TO3BOJISIET ONpPENeTUTh PACIIONIOKEHNE KPYITHBIX
COCyIOB, a Takxe aHoManuu ux pasButusi [15]. OmHy
U3 KITIOYEBBIX pOJieil B OUArHOCTMKE TeTepOTaKCUU
UTpaeT yJIbTPa3ByKOBOE MCCIIeIOBAHUE CEPlla, KOTOPOe
MO3BOJIIET OLEHUTh MOP(OIOTHIO TIPEACEPANiA, CTPYK-
TYpHBIE aHOMAJIUM CepAlla, a TakKKe BU3YaIM3UpPOBATh
cocyaucThbie Topoku [16]. XoTst axokapauorpadust OTHO-
CUTCS K CKPUHUHTOBBIM METOJaM BBISIBIIEHUST aHOMAJTUIA
pPa3BUTHUSA cepAala W KPYIHBIX COCYIOB, KOMITbIOTEpHAsI
M MarHUTHO-pe30HaHCHas ToMorpadusi TO3BOJISIOT
6osee 2HEKTUBHO BU3YaIM3MPOBaTh aHATOMUIO CEpalla
u cocynos [17].

JleyeHne mMaIMEHTOB C CHUHIPOMOM TeTepOTaK-
CUM HOCUT TIPEUMYIIECTBEHHO MMaJUTMATUBHBINA XapakK-
Tep B CBS3U C OOJNBIIMM KOJUYECTBOM aHOMAJIUIA,
YTO HE TTO3BOJISIET AOCTUYbL ITOJTHOM aHaTOMUYECKOM
peKkoHcTpyKimu [18].

B kavecTBe miUTIOCTpallM TIPUBOAMM Hallle KJIWHU-
yeckoe HaboeHUe pedeHKa ¢ peIKUM BapUaHTOM CHUH-
JIpOMa reTepOTaKCUU B TTYJTbMOHOJIOTMUECKON KITMHHKE.

Knunnyeckuii ciayvaii. PeGeHok 7 jeT BriepBble
MOCTYMUJ B OTAEJeHWe IyJbMOHoJoruu u3 OpJoB-
CKOM 00J1aCTH ¢ HAMpaBJISIIOIIMM TUArHO30M MepBUYHASs
nuiaMapHasi IMCKuUHe3usi, cuHapoMm Kaptarenepa (?).
HacnmencTBeHHBIN ajIeproJIOTMYeCcKUii aHaMHe3 OTSITO-
1IeH — 6aldyIIKa Mo JMHUY MaTepy CTpaaaeT OpOHXUATb-
Holf actMmoii. OTell 1eBOYKHM cTpamaeT 60sae3HbI0 KpoHa.

JleBouka poaunach ot 3-it 6epemeHHocTH (1-51 Gepe-
MEHHOCTh — Hepa3BUBIIAsICSI, TIpepBaHa Ha CpOKe
8 Henm, 2-51 6epeMEHHOCTb — MEPTBOPOXKIEHHBIN TUIOM,
Ha 40-i1 Hegee TecTany, pogopa3pelleHrue MyTeM Keca-
peBa cedyeHus ), MpOTeKaBIleil Ha (poHe Yrpo3bl TIPephI-
BaHUs. PomopaspellieHue ornepatiBHOe Ha cpoKe 37 Hepl.
Macca npu poxaenun 3150 r, mmHa Tena 52 ¢M, olleHKa
no Anrap 7/8 GamioB. B Bo3pacte 4 Hem ompeneseHb
WHBEPCUS cepalla U aHOMaJIUs PACIOJOXEHUST OPTaHOB
OPIOIIHON TIOJIOCTH, B CBSI3U C YeM PeOGEHOK HAXOMUJICS
TTO/1 HaOTI0IeHNEM B HEOHATAJTbHOM OTHEJICHUH.

KJINMHUYECKUE CJT1YHAU

JleBouka pociia 1 pa3BUBaiach B COOTBETCTBUM C BO3-
pactoM. C 3 jiler pommuTeseil cTtajq OeCIIOKOUTH TEpPUo-
MUYECKX BO3HUKAIOIIMI Y MEBOYKM Kalledb, SIU30/bI
OCTpPOTO OPOHXMTA, B CBSI3U C YeM TTPOBOAMIOCH aMOyia-
TopHoe JiedeHue. C yueToM yKa3aHHBIX Xajio0 U aHOMa-
JINY PACTIONIOXEHWSI BHYTPEHHUX OPraHOB Y peOeHKa ObLT
MPEIO0XEeH TUArHO3 MEPBUYHON IUIMAPHON TUCKU-
He3uu (cuHapom KaprareHepa), peKoMeHI0BaHO 00cCIe-
JIOBaHNE B CIeIIMaTU3UPOBAHHOM OT/IEJICHUH.

Ilpu mocTyruieHUM B OTHENEHUE MYJIbMOHOJOTUUN
HWKW nenuatpuu v 1eTCKOW XUPYPTUM UM. aKaleMuKa
10.E. BenpTuiena B Bo3pacte 8 JIeT COCTOSTHUE pebeHKa
paclieHEeHO KaK CpelHel CTeNeHU TSKECTH MO OCHOB-
HoMYy 3a00JIeBaH1I0, CAMOYYBCTBUE BBIPAXKEHHO HE CTpa-
naino. Macca Tena 43 Kr, 4yTO COOTBETCTBYeT 97-My
n OoJiee TIepPUESHTUIISIM, pocT 132 ¢M, YTO COOTBETCTBYET
50—75-my mepueHTwIgIM. Kaienb m ofpIllIKa B ITOKOE
otcytcTBoBasiM. CO3HAaHUE SICHOE, TIOJIOKEHUE aKTUBHOE.
KosxHble TIOKpOBBI 4YMCTBIe, cyxue. Bummmbie ciausu-
CThle 00O0JIOUKM PO30BbIE, TATOJIOTUYECKUX HAIOXKEHUI
HeT. HocoBoe mbixanue He 3aTpynmHeHo. @opma TpyaHO
KJIeTKU HuIMHApUdYeckast. YacTora AbIXaTeTbHBIX ITBU-
KeHunit 21 B 1 MUHYTY. AYyCKyJbTaTUBHO JIbIXaHWE TTPOBO-
JIATCSI BO BCE OTIENbI, PABHOMEPHO OCJIa0JIeHO, XPUTIOB
HeT. Hachimenue (catypaiysi) KpoBH KUCIOpoaoM 98%.
ToHBI cepana 3By4HbIe, apUTMUYHBIE, YaCTOTa Cepaey-
Hbix cokpatieHuit (YCC) 102 yn/mMuH. 2KMBOT MSATKUMA,
0e300se3HeHHbIN. [leyeHb M cefe3eHKa He TaJbIIMpY-
forcs. Dusnonornyeckue OTIPaBIeHUS B HOPME.

ITo nanHBIM MabGOpaTOpPHOTrO OOCIENOBAaHMS TTOKa3a-
TeJU KJIMHUYECKOTO U OMOXMMMYECKOTO aHajiM3a KPOBH,
aHaju3a MOYM — B paMKax pedepeHCHBIX 3HAaYeHUIA.
VYposens IgE, A, G, M — B HOopMme. [lo naHHBIM criUpo-
METpUU 0O0BEMHO-CKOPOCTHBIE TTOKa3aTejlu B Tpeeiax
MOJDKHBIX BeIMUMH. C 1eTbi0 CKITIOUEHUST TMJIMOTIaTUM
METOJIOM BHI€0aCCUCTUPOBAHHON MUKPOCKOMUU TIPO-
BelleHa OlleHKa MOABMXKHOCTU PECHUYEK MEePIATETbHOTO
SMUTENS, TI0 pe3yJibTaTaM KOTOPOW HapyIIeHUN LIWJIN-
apHoOil (pyHKIIMM BbIsIBIEHO He Oblno. [Ipu yabTpasBy-
KOBOM MCCJIEIOBAHMU BHYTPEHHUX OPraHOB y pebeHKa
BBISIBJIEHBI 0OpaTHOE PACIONIOKEHNE OpraHOB OPIOIITHOM
MOJIOCTH, KeTYHOKaAMeHHasi 00J1e3Hb, MOJUCTUICHUS.

C 1esblo OLEHKU COCTOSIHUSI CEepAeYHO-COCYIMCTOMN
cucteMbl ObUIa  BBIMOJHEHA  3JeKTpokKapauorpadus,
MpU KOTOPOI B MOJIOXKEHUHU JiexKa, CTOsI, a TaKXKe TOCIIe
¢du3MYecKoil Harpy3Ku OMNpeAessuIuCh  TpPeaCepaHbI
PUTM, PE3KO BbIpaXKEHHAsI apUTMUS C TIEPHOIAMM TTO TUTTY
«taxu-6panm» co cpenneit YCC 115—60 yn/muH. B cBsa3u
C BBISIBJICHHBIMU M3MEHEHMSIMU C TIEJIbI0 MCKITIOYEHUST
CTOMKUX HApYyIIEHUI PUTMA MPOBEIECHO XOJTEPOBCKOE
MOHUTOPUPOBAHUE 3JIEKTPOKAPAUOTPAMMBI, MO Pe3ysIb-
TaTaM KOTOPOTO OTMEYEH YCTOWYMBBIA MpPencepaHbIiA
PUTM, 4YTO, BEPOSITHO, CBUIETEIBCTBYET 00 OTCYTCTBUU
cuHycHoro y3ia. [1o pe3ynbratam sxokapauorpaduu Obu
BBISIBJIEH JIEBOCTOPOHHMI M30MEepU3M 0e3 TeYeHOUYHOTO
CcerMeHTa HUXXHEU MoJIoil BEHbI C € HeMapHbIM MPOIOJI-
JKEHMEM, TIOJIOCTHU CepJlia HE PACIIUPEHBI, OMPENesaIach
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Muszepruykuii FO.J1. u coasm. Penxuii BApUaHT CUHAPOMA reTepoTakcuu y pebeHKa B MyJIbMOHONIOTMYECKOM KIMHUKE

MHWHUMaJIbHasi HETIOCTOSTHHAST PETYPTUTALIMS HA MUTPaJTb-
HOM KJIallaHe W PEerypruTalys Ha TPUKYCITMIATBHOM Kila-
mmaHe 1+, pacyeTHOE CHCTOJMYECKOE NaBJIICHUE B TTPABOM
KeyIouKe B TIpelesiax HOPMBI, CTBOJI M BETBU JIETOU-
HOIt apTepun 6e3 0COOEHHOCTEH, perypruTaiys KiiarnaHa
JieroyHoi aprepuu 1—1,5+; pacueTHoe CHCTOIMYECKOe
nasneHue B [12K 31 mwm pr.cT. (puc. 1).

B cBsI3M ¢ BBIBIEHHBIMU TIpU 3XOKapauorpaduu
U3MEHEHUSIMH OBUTO TIPEIITOJIOKEHO TeUeHNEe CUHIpOMa
reTepoTakKCUM, MpoBeAeHa KOMITbIOTepHast ToMorpadust

LAA — yWwHo AN I

Puc. 1. Dxokapauorpamma aeBoyku JI.
Fig. 1. Echocardiography of a girl L.

OpraHoOB TPyAHOU KJIeTKU (puc. 2), B TOM YHCJIe C BHY-
TPUBEHHBIM KOHTPACTUpOBaHWEM (pHUC. 3), TTO JaHHBIM
KOTOPOil ornpeiefeHbl MPU3HAKU OOPATHOTO pPacroio-
SKEHUSI OPraHOB OPIOLITHOM TTOJIOCTH, TIOJIUCTUIEHUH, OYa-
TOBOTO U3MEHEHMS TICUEHU M JKETIHOTO My3bIPsI; OTCYT-
CTBUE TIEYEHOUHOTO CETMEHTa HIKHEN TIOJIOM BEHBHI,
TPU3HAKA IBYIOJIEBOTO CTPOSHUSI TIPABOTO JIETKOTO.
PeGeHok ObLT MPOKOHCYIBTUPOBAH IYJIbMOHOJIOTOM
npogeccopom FOJI. MusepHMUKUM U KapauOJOrOM
npodeccopom U.A. KoBaneBbIM: 110 JaHHBIM aHaMHe3a,

RAA —ywko NN
RA— NN

Puc. 2. 3D-pekoHCcTpyKIM JerkuX. /IByao1eBoe cTpoeHne 000uX JIeTKHX.
Fig. 2. 3D reconstruction of the lungs. Bilobar structure of both lungs.

Puc. 3. 3D-peKOHCTPYKIHMSI KOMIIBIOTEPHOIT TOMOTPAMMbI OPraHOB IPY/IHOM MOJIOCTH ¢ KOHTPACTHBIM YCUJIEHHEM.
BAo — Bocxomgmas aopra, HAo — Hucxoasimas aopra, JIA — nerounas aprepusi, I12K — npasblii JKeqymnouek,
JIZK — neBblii Keaynoyex.
Fig. 3. 3D reconstruction of computed tomography of the chest organs with contrast enhancement.

BAo — ascending aorta, HAo — descending aorta, JIA — pulmonary artery, II2K — right ventricle, JI2K — left ventricle.
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pe3ysibTaTaM TPOBEACHHOTO O00CIeIOBaHUST CUHIPOM
Kaprarenepa y pebeHka Obl1 uckitouyeH. bbun auarHo-
CTUPOBAH BPOXIECHHBIN TMOPOK Pa3BUTHS: TeTepOTaK-
CUsl — JIEBOCTOPOHHUIA M30MEpU3M (IBa JIEBBIX TIPEI-
cepaus, HapylleHWe pUTMa Cepalia: IpeacepaHbIii pUTM;
MpephIBaHNe HWKHEH MOJION BeHBI, 00paTHOE PacIiojio-
>KeHMe BHYTPEHHUX OPTaHOB OPIOLTHOW TOJOCTH; IO -
CIUIeHUS; IBYI0JeBoe TipaBoe Jierkoe). C yueToM OTCyT-
CTBUSI BHYTPHUCEPAECYHBIX AHOMAJIUIA M BBIPAKEHHBIX
HapyLIeHW BHYTPUCEPACUYHOM TeMOIMHAMUKHM, a TaKXKe
HapylIEHUI JIETOYHOI CHUCTeMbl peOEHOK B HACTOSIIIIEee
BpeMsI B JICUEHUU He HYXIaeTCs.

JInst yrouHeHusl AMarHosa rpoBeeHO MOJIEKYJISIPHO-
TreHeTHUYeCcKoe ncciaeanoBaHre (TOJTHOTEeHOMHOE CEKBEHU -
poBanue). 1o ero pesynbraram B a3k30He 4 reHa ACVR2B
BBISIBIEHA BEPOSTHO MAaTOTeHHast MyTallvsl, TTPUBOASIIAST
K 3aMeHe aMWHOKUCJIOThI B moyiokeHun 145. Myranuu
B JaHHOM T€He COTPSIKEHBI ¢ ayTOCOMHOM BUCIIEPATbHOM
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