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Llenb ny6nvkauuu: HarnagHasa npeseHTaumns BO3MOXHOCTEN COBPEMEHHOM Ny4YeBOM AMArHOCTUKM BPOXKAEHHbIX NOPOKOB
cepaua (BMNC) B cnyyae KpaiiHe pefiko BCTpeYatoLencs BpOXAEHHOM aHOManuMmn pasButus — neHtanbl KaHtpenna, coyeta-
owei B cebe Hannume MHTpakapAManbHOW NAaToNorMuK, TopakoabaoMmnHanbHoro gedekTa nepeaHen rpyaHoM U 6pHOLWHOWM
CTEHOK, fedeKTa HUXHEN TPeTu rpyanHbl, OTCYTCTBME AMadparManbHOro cerMeHTa nepukapaa M guadparmManbHOM rpbli-
Xu. MNpenctaBneHo KAMHUYeCKoe HabnwaeHne M3 co6CTBEHHOM NpakTMKU. Hanbonee yacTo BCTpevatowmecs BpOXAEH-
Hble MOpOKM cepaua npu aHoManuu Kantpenna — 370 TeTpaaa ®anno, aHoManusa J6wWTelHA, COYETaHHbIE C OTCYTCTBUEM
nepukapaa. BoaMoxHOCT coBpeMeHHOM Ny4YeBOi AMArHOCTUKMU NO3BONAIOT NPEHATANbHO ONpPeaeNnTb Hanyme neHTanbl
KaHtpenna y nnopa yxe Ha cpoke rectaunn 10-11 Hepenb MeTOAOM ynbTPa3BYKOBOro MCCeAOBaHMS, NPU HEOOX0AM-
MOCTM AeTaNibHOM BU3yaNnM3aLuumn TUMOB MOPaXXeHUS BbICOKOW MHMOPMATUMBHOCTbIO 061afaeT MarHUTHO-pe30HaHCHas To-
morpadusa nnoga (MPT). MocTHaTanbHO A9 MOCTAaHOBKM TOYHOro AmarHosa Buaa BIMC ucnonb3yertca axokapamorpadm-
yeckoe nccneposanue (IX0-KT) n mynbtucnupanbHas komnbiotepHas Tomorpadus (MCKT). MCKT no3sonsgeTt nonyyuntb
HarnsiaHble TpexMepHble 306paxeHns aHaTOMMK NOPOKa CepALLA U CMIPOrHO3MPOBATb TAKTUKY XMPYPruYECKOro Ne4eHus.
CTpaTeruns neyeHusa M NpOrHO3 HANPSAMYH 3aBUCAT OT COYETaHMUS aHOMaNuii pa3BUTUS B paMKkax neHTaabl KaHtpenna. B pa-
60Te npencTaBNeHO K/IMHMYECKoe HabnaeHMe HOBOPOXAEHHOro ¢ neHTagon KanTtpenna, Bkntovatowei BlMNC-atpesuto
neroyHow atepun (AJ1A) ¢ cenTanbHbiMM fedeKkTaMu U CONYTCTBYHOLWMMU NOPOKAMMU.
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Pentalogy of Cantrell with ectopia cordis is an extremely rare and lethal congenital anomaly included congenital hearth
disease (CHD), midline supraumbilical abdominal wall defect, defect of lower sternum part, deficiency of the anterior dia-
phragm, a defect in the diaphragmatic pericardium. The complexity of this syndrome is usually incompatible with life. De-
pending on the location of the protruding heart and on the extent of the body wall defect, ectopia cordis may be grouped
into cervical, thoracic, thoracoabdominal, or abdominal types. The heart mostly uncovered, covered with a serous membrane
less often, and covered with skin rare. Depending on combination defects pentalogy of Cantrell classified for 3 different
classes by Toyama (classified in 1972): 1 class - complete syndrome (all five defects), 2 class - probable syndrome (included
intracardial defect and ventral abdominal wall defect) 3 class - incomplete syndrome (with various combinations of defects
present, including a sternal abnormality). Presented clinical case newborn pentalogy of Cantrell first Toyama class. We used
X-Ray for firstly diagnostic, for visualization CHD was performed CT. For postnatal diagnostic CHD are used Echo and CT.
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CT allows graphically to see the type of CHD and predict a surgical treatment. The strategy of surgical treatment and further
prognose are depend on combination of anomalies within the framework of pentalogy of Cantrell. By CT we determined atre-
sia of the pulmonary artery with major aorto-pulmonary collateral arteries (MAPCA), ventricular and atrial septal defects.

Keywords: Cantella’s syndrome; newborns; congenital hearth disease; atresia of the pulmonary artery.

BpoxieHHpie TIOPOKHM cepina 3aHUMaroT BTOPOE
MECTO T10 YaCTOTE BCTPEYAEMOCTH TIOCTIe BPOXKICHHBIX
MTOPOKOB Pa3BUTHS HEPBHOI CHCTEMBI.

Ilentana KanTpemna — peauailiinii BposKJEHHBIN
MOPOK Pa3BUTHS IUIOJA, BKIIOUAIONIMIA B ceOs aHOMa-
JIMI0 pa3BUTHS cepana. [IpuunHoi pa3BUTHUS TIEHTAJIbl
KanTpenna cunraercst HapylIeHUe 3aKIaKd dMOPHO-
JIOTHYECKOTo pa3BUTHs B Bo3pacTe 14—18 nueit mocne
3a4aTus B BUJE OTCYTCTBHS JIATEPAIbHOTO CETMEHTA Me-
304epMel [3]. BeTpewaemocTh mopoka KpaitHe peaka —
5,5 Ha 1 MJIH HOBOPOXX/ICHHBIX. BriepBble yIOMUHAHKE
0 3abomneBanuu 0610 B 1958 roay [3], korna B cuHAPOM
neHtaapl Kantpenna ObUIM BKITIOUEHBI 5 NPU3HAKOB
HapyleHus: SMOPHOHAJIBLHOTO pa3BUTHs [3]: BepxHe-
MYTIOYHBIA TOPaKOAOJOMHUHANBHEIN edeKT mepemHei
OpromrHON CTEeHKH, Me(EeKT MUCTATBbHOTO CETMEHTa
IPYIWHBI, OTCYTCTBHE AuadparMaibHOTO CErMEeHTa
nepukapnaa, auadparmMaibHas TpbDKa, BPOXKICHHBIC
CeplieuHble aHOMANIHU. B paMkax MeXIyHapOIHOU
knaccuduranuy TosiMa B 3aBHCHMOCTH OT COYETaHHSA
BBIIICONMCAHHBIX JIe(HEKTOB MEXKIy COOO HpPUHSTO
BBIICNIATH 3 Kjacca mopoka [6]: 1-if kimacc — Haaudue
BCEX IATU aHOMAIHUM Pa3BUTHUS, YTO SIBISICTCS] MCTUH-
HBIM IposiBJieHueM nentansl Kanrpemnna, 2-i1 kimacc —
Haguane 4 nePEeKTOB, OMHUM W3 KOTOPBIX SBIISCTCS
BpPOXK/IEHHAs] aHOMaJNA cepjla, MpernonaraeT mocra-
HOBKY BO3MO)KHOTO JIMarHosa, 3-i Kiacc — HaJlndue
pa3nuyHOW KOMOWHAIWU J1e(PEeKTOB, BKIIFOYAIOIINX
B cebs nedext rpyaussl. [locmepomoBoii 1 10poIOBOA
MIPOTHO3BI 3aBHUCAT OT TSHKECTH BHYTPUCEP/IEUHBIX IT0-
POKOB pa3BUTHS U CBA3aHHBIX C HUMHU HapylleHui [4].
Haunbonee wyactoli BHYTpHUCEPACYHOH MaTONOTHEH
BpPOXKJIEHHOW TIeHTapl KaHTpea sSBigrOTCS TeTpana
®daio, IBOWHOE OTXOXKJICHHUE COCYAOB OT JIEBOTO Ke-
nynouka (JOC), arpe3ust TpUKyCHUAAILHOTO KIIanaHa,
aHoMaiust DOIITelHa, TOTAJIBHBIM aHOMAJIBHBIN Jpe-
Haxk nerounbix BeH (TAJIJIB), atpe3us nerouHou apre-
pun (AJIA), koapkrarust aopTsl (KoAo), Tparcmo3utus
MarucTpanbHbeIX cocynoB (TMC), arpes3ust MUTpaTbHO-
ro Kianana, GyHKIHOHAIBLHO eIUHCTBEHHBIH KEIyI0-
yek (EX) [3]. Cpenu skcTpakapAualbHBIX aHOMAJIHMA
HauboJIee YacTO BCTPEUAIOTCS oMdalolele U KpaHHo-
(hartmanbubie nedextsr [3]. M3BecTHBI ciaydyan ycrem-
HOTO XUPYPTUYECKOTO JICUEHHS C IPUEMIIEMOI cpenHe-
CPOYHOU U JTONTOCPOUHOM mepcnekTuBoit [2]. [1o tumy
9KTOTHHU MOPOK KIACCHPHLUUPYIOT HA LEPBUKAIBHBIN,
[EPBUKOTOPAKAIBHBIN, TOpaKaJIbHBIN, TOPAKOAOIOMU-
HaJIbHBIN.

Yacrora BcTpewaemoctu IIK cpeau HOBOpOXK-
JIEHHBIX cocTaBiisieT oT 5,5 mo 7,9 Ha 1 MuIH KUBO-
poxkacHHBIX. J[aHHAsE aHOMAanusl pPa3BUTUS HE UMEET
MPUOpPUTETA K TEHICPHOU MPUHAAJICKHOCTH, OIHAKO
B HEKOTOPHIX MCTOYHUKAX TMPUBEACHBI Cllydan Hambo-
nee gacTto Berpedaroreiics 11K cpenn manpunkos [5].
B 2008 roxy B PubMed Obutn omy0OMKOBaHbI Pe3yJib-
Tathl yacToThl BecTpeuaemoctu [IK cpeau HoBopokieH-
HBIX. bbpITM 3adukcupoBaHBl 58 ciy4aeB pOXKICHUS,
cpenu Hux 33 ciyuas umenu 1-it knace I1K o Tosma
n 23 cmyyas 3-it xknmacc 11K nmo Tosma [5]. 29 HOBO-
POXXKICHHBIX MUMEJIU COYETAHHBIC aHOMAJINU PAa3BUTHSL.
37 u3 58 HoBopoxkaeHHbIX ¢ [IK umenu neranbHbli uc-
XOJl B TCUCHHE TIEPBBIX THEH JKU3HH, TOCMEPTHO OBLITO
3aKJIIOYCHO, 9TO Bee cirydyau moiaHbIX Gopm [IK couera-
JIUCH C COIYTCTBYIOIIMMHU 3KCTPaKapAUaIbHBIMU aHO-
Manusmu [5].

HeoOxoaumbiM 00bEMOM JTMATHOCTUYECKUX METO-
JIOB HICCJIE/IOBAHUS B paMKaX OIPEJEeNICHHUs THIIA TI0PO-
Ka SBJISIIOTCS PYTHHHBIC aHATU3bl KPOBU, MOYH, DJICK-
TposHuedasorpamma. B pamkax JIy4eBBIX METOJOB
WCCIICZIOBaHUS JIIsl TIOCTAHOBKHU JIMArHO3a 00s3aTellb-
HBIM SIBJISIETCS BBITIOJTHEHHE 0030PHOM PEHTTEHOTrpaM-
MBI TPYIHOU KIJIETKH, AXOKapauorpaduyeckoro mccie-
nmoBaHUs cepana [1].

IIpencrasisieM KIMHUYECKHUN CIly4ail JJOHOLIEHHOTO
HOBOPOXKJICHHOTO C peIyaillliuM MOPOKOM Pa3BUTUSA —
neHTanoi Kanrperia, BKItodaromieil B cebst aHOMaJIHIo
pa3BUTHSA CepIa.

CNYYAA U3 NPAKTUKU

JloHolIeHHast J1eBOYKa IepeBe/ieHa B OTAeNeHHE
AQHECTE3UOJOTMM U peaHMMaluu KapAHOXUPYPTHH
nepuHatanbHoro 1eHTpa ['BOY BO «CIIGI'TIMY»
Ha 2-¢ cyTk:m mocne poxzacHus B [lembsuackoit L[Pb.
B anamHese: peOEHOK OT BTOPBIX CPOYHBIX CAMOCTOS-
TEJbHBIX POJIOB, PYYHOE OTJEJIEHUE TOCea, CEAbMOM
OepeMeHHOCTH, BO BpeMsl OEpEeMEHHOCTH MaTh Ha y4e-
T€ HE COCTOsIa, IIPOCTyAHbIE 3a00JI€BaHUsI B aHAMHE-
3e. Macca pebenka mpu poxkaenun 2215 1, poct 44 cwm.
Amrap ’/; 6ainoB, COCTOSHHE C POXKICHUS TSDKETIOE,
HEBPOJIOTMYECKass CHUMIITOMAaTHKa IMPOSBIUIACh THIIO-
ToHMEH, Tunopedekcuel, akporuanozom. C 1-x cy-
TOK XM3HM pPEOEHOK HAXOOWICS HAa HCKYCCTBEHHOMH
BenTwannu jerkux (MBJI), ¢ xecTkumu mapamerpa-
MH, TIOKa3arenu carypaunu 95 %. B nerkux npixaHue
MPOBOAMIOCH C 00EHX CTOPOH C HAINYMEM €JUHUYHBIX
XPHIIOB IPOBOJHOTO XapakTepa. ToHbI cepailia puTMUy-
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Puc. 1. HoBopoxaeHHas AeBoYKa, 2-X CYTOK XXU3HU, NOCTYNMUB-
Was ¢ AMarHo3oM BpOXAEHHas 3KTonusa cepaua, oMpa-
nouene

Hos: 30 2014

Acq Tm: 17:

Puc. 2. 0630pHbIiA PEHITEHOBCKUI CHMMOK, MOKa3blBAKOLMUI
aTUNUUHYK NOKanM3auui CepAevyHOi TeHU, acuMMe-
TPpUUYHOE noJsioKeHue pauadparMbl, HEpPaBHOMEPHYHO
NHEBMAaTU3aLMIO JIEFOYHOM TKaHU

Heie. UCC — 130/mun. AJ] 52/25 mm pt. ct. JXKupot
He B3AyT, MATKUH, Tuype3 coxpaHeH. JlokanbHO ompe-
JeNsiicst AeeKT TmepenHell TPyIHON 1 OpIOIIHOM cTe-
HOK, B ITPOCBETE JAe(eKTa MU0 Ceprie ¢ oMpalrornene
(comepskamyM, MPEANOIOKATENBHO, KEITYI0K), Hero-
KpBITbIE KO)KHO-aITOHEBPOTUYECKUM KOMITOHEHTOM. [le-
(exT ObUT MPHUKPBHIT MAPICBOM MOBSI3KOH, CMOUEHHOM
B TIOAOTPETOM pactBope ¢ypanunuHa. B JleMbsHCKOM
HPb momydana JedeHwe: aHTHOMOTHUKH aMITHIIAJLTHH
S0mMr/kr 2 pasza/CyTKH BHYTPHBEHHO, WH(Y3HOHHAsS
tepanus (mroko3a 10 %, amunosed 10 %) B V= @I,
JULUHOH, 00e3001BatoLIe, HHOTPOITHAS TTOJACPIKKA
(modamus 0,5 % 2MKT/KT X MUH).

[Ipu ocMoOTpe HOBOPOXKAEHHOH Ha MOMEHT IMOCTY-
IUICHUS B KapIUOXUPYPTUUECKOTO OT/EICHUS TIeprHa-
tanpHOTO 1eHTpa 'BOY BO CIIOITIMY BBIABIECHBI
BCE 5 MPU3HAKOB CUHJIPOMA, B TOM YHCIIC BPOXKICHHBIH
MOPOK cepia, 3adoneBaHue KiIacCH(UIIMPOBAHO Kak
1-# xacc o Tosima (puc. 1).

PebGeHok OBLT OCMOTPEH KOJUIETHEH CICITHATICTOB:
HEOHATOJIOTOM, KapJHOJIOTOM, KapIHOXUPYProM, TO-
pakoaboMUHAILHBIM ~ XUpPYproM, HeBposorom. Co-
CTOSIHAE peOCHKa paclEHEHO KaK CTa0MIbHOE, TSKe-
J0€, CO3HAHME Ha MOMEHT OCMOTpa MEIUKaMEHTO3HO
yraeTeHo. [lpu mocTyruieHnn manueHTKe BBHIOIHEHA
0030pHasi peHTreHorpaMMa IpyJHONW M OpIOUIHOMN IOo-
JIOCTEH, BU3YyaIU3UPYIOLLAsl CEPJICUHYIO TEHb B IIPOEK-
LUH MIUTACTPUS, YTO A0 NPEACTaBICHUE O IBEHTPA-
MU Ceplla Ha TEePeIHIO OPIONTHYI0 CTEHKY, OHAKO
HE OTpakajl0 aHATOMUIO BHYTPUCEPIAECUYHBIX CTPYKTYD.
Bepxusist 1o mpaBoro JIETKOrO aTejeKTa3npoBaHa,
B IUCTAJIbHBIX OTAETaX 00OUX JIETKUX BBISBICHBI MIPH-
3HAKM MHTEPCTUIMAIBHOTO OTEKa JISTOYHOW IMapeHXH-
Mbl. KOHTYpBI amadparMbel 4eTKHe, pOBHBIC (pHC. 2).
YunteiBas OTCYTCTBUEC BO3MOXHOCTH TIPOBEACHUSA
TpancTopakaibHoro XO-KI, B cuity oTcyTcTBHS KOXK-
HO-aIIOHEBPOTHYECKOTO KOMITOHEHTA, MOKPBHIBAIOLIETO
cep/ile, B paMKax IpeAonepalioOHHOTO TUIAHUPOBAHUS
MIPUHSTO PENIEHNE O BBHIMOJHEHNH MYITBTHCIIHPATBHOMN
kommnblorepHoir Tomorpadgun (MCKT) obmactu rpyn-
HOMW KIJIETKH C LeJbI0 ONpeaesieHHs aHaTOMUU BHYTPH-
CEPICUHBIX CTPYKTYP W ONIpEICICHUS TUIA BPOXKJICH-
HOTO TTOpOKa Cepla.

JeBouke 2-x cytok xu3nau BoimoiHeHa MCKT B yc-
JIOBUSIX MEIMKAMEHTO3HOM Celalliil C IPOBEICHUEM
npocnektuBHol  OKI'-cuHXpoHM3auu, OOIMIOCHOTO
BHYTPHUBEHHOTO KOHTPAacTUpOBaHUs (B/B) mpemnaparom
Busnrmak 270 B 06bemMe 6 M1 B TIepupEpHICCKYIO BEHY
MpaBoOi HIDKHEH KOoHEUHOCTH. CKaHUPOBAHKE OCYIIIECT-
BieHo Ha arnapare Philips Ingenity 128, kv 80, mas 350,
MPOTSHKEHHOCTh cKaHWpoBaHus 250 mMM. BeimonHeHo
0030pHOE CKaHUPOBAHHE TPYJHON KIETKH W OPIOIITHON
MIOJIOCTH 70 KOHTPACTHOTO YCHJICHUS, 110 pe3yabTaTam
KOTOporo ompenensiercs auddysHas HepaBHOMeEp-
HOCTb IMHEBMATH3aLMHU JIETOYHOW MapeHXHUMBI, C HaJIH-
YUEeM YYaCTKOB aTEIEKTa3MPOBAHHOW JIETOYHOW TKAaHHU
B BEPXHHUX M HIDKHUX JIOJSX JIETKHX C 00EMX CTOPOH,
B 00€HX IICBPAIBHBIX TMOJOCTSIX ONPEACISIETCS yMe-
pEHHOE KOMM4YeCcTBO BhIMOTA (puc. 3). Cep/re BU3yanu-
3UPOBAHO BHE IpynHON nonocTH (puc. 4). B rpeikeBoM
MeIIKe omnpezenseTcss (parMeHT MapeHXHUMAaTO3HOTO
opraHa OpIOIITHOW TOJIOCTH, TI0 HATUBHBIM JEHCHUTOME-
TPUUYCCKUX ITOKa3aTcJiaM HHCHTHHHLIﬁ MapeHXuMe 1e-
yenu (50HU), kak moka3zaHo Ha PUCYHKE 5.

[locne B/B KOHTpACTPOBaHUs CKAHUPOBAHUE TIPOU3-
BEJICHO B JIBYX HAIPaBICHHUSIX — KayllOKpaHUATHHOM
U KpaHUOKAyJIallbHOM C IIEJbI0 BHU3yaJHM3allid aHaTo-
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MHH CEpALA, ONPENEICHNs COMYTCTBYIOLINX MOPOKOB.
B nepByto ouepens TpeOOBaIOCh YTOYHEHUE aHATOMUHU
kamep cepana. Ilo pesympraram ucciepoBaHus BU3ya-
JU3UPOBAHBI MOJIOCTH MPABOTO M JIEBOTO KEIYTOUYKOB
(IK u JIX), pa3neneHHble MexOKeITyI04YKOBOM Mepero-
POAKOH, ¢ HaMuueM JedeKTa B IOAKIAIaHHOM OT/IEIIe.

[IpaBoCTOpOHHSS TIpeNCepIHO-KETYIT0UKOBas KOH-
KOP/IaTHOCTh COXpaHEeHa, aHaTOMHS IIPaBOTO TIpezcep-
JIUS OTIpe/iesieHa HATMYUeM BITaJal0IIeTo B HETO YCThs
HUKHEN ToJI0M BeHbI. JIeBOCTOPOHHAS BHYTpHUCEPIEU-
Hasi KOHKOPJIAHTHOCTh OCTaBajach IOJ] COMHEHHUEM,
tak kak JDDK cooOiaics ¢ moJIOCThIO, HE HMMEIOIIEH
B CBOCH aHATOMHHM yCTHEB JICTOYHBIX BeH (puc. 6). AHa-
TOMHSI MarucTpajbHBIX apTepuil Takke HE SBISIIACH
tunuaHo#. Ha (puc. 7, @) OTYETINBO BU3yaIU3UPYETCS
cthopmupoBaHHbBIi BeIXomHOHU TpakT JIK, KopeHs aop-
TH (AO) C OTXOmANIUMH OT JIUIIEBBIX CHHYCOB KOPO-
HapHBIMH apTepUsIMH, BOCXOAIINN oTAen Ao, 1yra Ao
C OTXOASIINMH OT Hee OpaxuonedaabHBIMA COCYAaMHU,
HUCXOIAIIUHN oTAen rpyaHoit Ao. Pasmepsl Bcex Bhile-
YKa3aHHBIX OTJIEJIOB MarucTpajabHON apTepruu COOTBET-
CTBOBAJIM POCTO-BECOBBIM IOKA3aTessiM HOBOPOXK/ICH-
HOi1 (puc. 7, ).

Hctounnk KpoBOCHAOKEHUSI MAJIOTO Kpyra KpOBO-
oOpaiieHnsi B BHJIE HadW4us JerodHoir aprepum (JIA)
orcyTcTBOBalI, BeIxomHou otmen DK wHe cdopmuposan,
MIPABOCTOPOHHSIA ~ TPEeICepIHO-apTepHaIbHasl KOHKOP-
JTAHTHOCTh HapylleHa. IIpu neranbHON OlEeHKe Momy-
YEHHBIX M300paKEHUN BU3YaJIM3UPOBAHBI apTepHATbHBIC
COCYIIBI, OTXOJAIINE OT AYTH AO ¥ HAIPaBISIONINECS
K JITKUM ¢ 00enx cTopoH. O0I1iee KOIMIecTBO OOIBIIIX
aoprosierounbix koyutarepaneii (bAJIK) — 2 (puc 8, a, 6).

K npaBomy nerkomy onpeneacHo HAIUYUE JBYX BET-
Beil BAJIK, ogHa U3 KOTOPBIX CAMOCTOATEIBHO OTXOAUT
ot nyru Ao, Bropas siBiisiercs BeTBbio BAJIKu, nnyei
TaKke OT Iyrd Ao, HO MMEIOIIEH JIelleHne Ha TIPaByIo
Y JIEBYIO BETBH K O/THOMMEHHBIM JIETKUM COOTBETCTBEH-
Ho. [Ipu ananuze anaromuu seoro npexacepaus (JIIT)
TUTTUYHOTO PACIIONIOKEHHS JIeTouHbIX BeH (JIB) He ot-
Medanock. [lonocts, coobmaromascs ¢ JIK, BOupama
B ce0sl enuHBI BEHO3HBIH KoyutekTop JIB, B KOTOpBIit
npenupoBaiuck JIB oboux serkux. Takum oOpaszom,
OBLI cIeNIaH BHIBOJ O TOM, YTO ITOJIOCTh COOOIIAOIIA-
sgcs ¢ JOK m Bximrouaromas B ce0s €IUHBINA BEHO3HBIN
kosutektop JIB, asmsercs JIII (puc. 9). Ananmsupys
ctpyktypsl MIIIT u MXII, ormedanuch MHOXKECTBEH-
HBIC JC(PEKTHI IEPErOPOJIOK.

[lo pe3ynbpraTam MpoOBEICHHOTO HCCIIEIOBAHUS OBLIIO
CeNaHo 3aKITI0UeHIe O HATMYHH Y TTallieHTa BPOXK/ICH-
HOTO TIOpoKa cepama — arpe3us JIA IV tuna, BAJIKu
JMIIII, IMKII, equnsiit xomnextop JIB B ycioBusax
9KTOINU CEpALA.

[lo COBOKYMHOCTH pPe3yJIbTaToOB MPOBEIEHHOTO 00-
ciemoBaHus coOpaH TOBTOPHBIN BpavdeOHBIN KOHCH-

JUYM C TIOCJIEAYIOIUM PELICHHEM O HEOOXOAMMOCTH
9KCTPEHHOTO XUPYPrUYEeCKOro BMELIATENIbCTBA, OHAKO
YUHUTBIBas TSKECTh COCTOSIHHS TMAIlMeHTa, IPOBEICHUE
OJIHOATAITHOM paJUKaIbHOU KOPPEKLUU BPOXKJIECHHBIX
MOPOKOB HEBO3MOXKHO, HEOOXOJMMO NPOBEICHUE XH-
pypruueckoro JyieueHus B 2 3rtana. [lepBuuHo BBINOI-
HEeHa YacTHUYHas KOppeKIus nentansl Kantpemna ¢ pe-
seknueit VI, VII, VIII pebep ¢ popmupoBannem joxa
B JIEBOH IUIEBPAJILHOM MOJIOCTH U HU3BEACHHUEM B Hee
cepaua, GopMupoBaHHE IuaparMbl CHHTETHUECKOH
3aruiatoil. Bropo# aTan Xupypruyeckoro JieueHusl ¢ 1ie-
JIBI0 KOPPEKIIMH BPOXKACHHOTO TTOPOKA CepIia PerieHo
OTJIOXUTH Ha 3—15 nHe mocine 3aBepiieHns NepBUYHO-
rO BMEIIATEIbCTBA.

B panneM noceonepanuoHHOM MEPHOJE COCTOSTHHUE
pebeHka TsoKeIloe, OTHOCUTEIHHO CTa0MIBHOE, 00YCITOB-
JIEHO JBIXaTeJIbHOW HEIOCTATOYHOCTBIO, CEPIACUHON He-
JIOCTaTOYHOCTBIO, B TOM YHCIIE MO0 MPUYHHE BPOXKICH-
HOTO IOpOKa cepaua, 00beMOM M TPaBMATHYHOCTBHIO
XUpYpPruuecKoro BMenarenbeTsa. 1o 3aBepiienun omne-
pamyu BBITIONHEHA 0030pHAst peHTTeHOTrpaMMa TPYIHOM
U OPIOIITHOM MOIOCTEH, HA KOTOPOH TEHb CEep/lla pacio-
JIO)KEHA B JIEBOM TIOJIOBUHE TPYyAHON KieTkH (puc. 10),
B BEPXHHUX CETMEHTaX IPaBOro JIETKOTO COXPAHIETCs TH-
MOBEHTWISILIMSA, B OCTaJIbHBIX OTHEJAx JITKUX MpPU3HA-
KM OTeKa, KOHTYpPhI nuadparMbl He YETKHE, B TPYIHON
1 OPIOIIHOM TONOCTSIX OIPEAEIISIOTCS JPEHaXHU, B TIPO-
CBETE Tpaxer UHTYOALOHHAs TPyOKa.

Ha ¢one undysuu agpeHanuHa, MWIPUHOHA, Me-
Ta30Ha reMOJMHAMMKA MAIMEHTa 0CTaBajlachb OTHOCH-
TeNbHO cTabuibHOW. JlabopaTopHO OTMEUaNUCh MPH-
3HAKW aluj03a, TUIIEPKAIHUKU. 3a BpeMsl HAOIIOICHUS
COCTOsSIHME peOeHKa YXYyALIaJoCh IMPEUMYIIECTBEHHO
3a CYeT AbIXaTeJIbHOW HENOCTaTOYHOCTH, OTMEYaIoCh
HapacTaHUe CEePCYHON M MeYeHOYHON HEeI0CTaTOYHO-
cTel, Habmonanack aHypusi, HECMOTPsI Ha TPOBOJUMYIO
CTUMYJIILIMIO JIa3UKCOM. YUHUTBIBas IpPOrPECCUBHOE
YXYIIIEHUE COCTOSIHUS, peOCHOK MepeBe/ieH Ha BHICO-
kougactotuyio MBJI (BU UBJI), HauaT mepuToHeaIbHBIMA
muamu3. Ha ¢one BU MIBJI BeimonHeHa 0030pHast peHT-
reHorpamma (puc. 11), mHeBMaTH3amust 000MX JETKHX
YIy4IINIach, COXPaHSIOTCS MPU3HAKU OTEKa JETOYHON
napeHxumMbl. Ha 2-e cyTku nmocie onepanuu coCTOSIHUE
pebenka mpoIoKaio MPOTrPECCUBHO YXyAMIAThCA, He-
CMOTpS Ha IMPOJOJIKAIOIIYIOCS TEPAIUIO, M PACLIEHEHO
Kak KpaiiHe Tsbkenoe. Ha QoHe BBICOKOZO3HOW WHO-
TPOIIHOH TMOIAEPKKM TEMOAMHAMMKA MPOJOIDKaIa
0CTaBaThLCsl HEYCTOMYMBON, OTMEJaIach OpaauKapIus,
runoToHus. [lociae HEOMHOKPAaTHO MPOBEAEHHOTO He-
MpsIMOTO MaccaXka Cepjlla, MOBTOPHOTO MEepUTOHE-
JIBHOTO JHain3a Ha (OHE BBEICHHS MaKCHMAaJIbHBIX
J103 MHOTOPOIIHBIX IpenaparoB HaOJI0#anach acHUCTO-
TSI, KOHCTAaTUPOBAaHA KIMHHUYECKas U OMoJIornyeckas
CMEpTh MalMeHTa.
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PIRAING LT T

Macwrabnposanme 1.

Tonumue

aclTabuposanue 1.34

Puc. 3. MynbTucnupanbHasa KoMnbloTepHas ToMmorpadus, Mynb-
TMNnaHapHaa pekoHcTpykuusa (MPR) nerkux B Kopo-
HaJIbHOWM MPOEKLUK, B NPOCBETE TPaXxeu UHTYOaLMOHHas
Tpy6Ka, NHeBMaTM3aLMa nerkux AuddysHO HepasHO- Puc. 4. MynetucnupanbHas komnbioTepHas Tomorpacusa (MCKT)

MepHas ¢ HaMuMeM y4acTKoB aTeneKTaBMpOBaHHOﬁ ne- Nerkux, akCuasbHaa npoekuusa, natonorM4yeCKuu BbinoTt
FOYHOI TKaHU B 06eunx nneBpanbHbIX MOJIOCTAX, 3KTONUA cepaua Ha

nepeaHIol0 rpyaHYH CTEHKY

Area: 16 mm*
Mean: 50,27 HY

Area: 23 mm*

Puc. 5. MCKT 6ptowiHoOi nonocTu, akcuanbHas npoekuus, Busy-  Puc. 6. MCKT, MPR. YeTbipexkamepHasi no3uums, NpaBoCTOPOH-
anU3MPOBaH FPbDKEBOI MELLOK, COAEPXKalLMii NpaBylo HAS NpeAcepAHO-XKeNYA0YKOBas KOHKOPAAHTHOCTb CO-
A0NI0 NeYeHn XpaHEeHa, IeBOCTOPOHHSAS COMHUTENIbHA

Vi upw@{ﬂMlm
. O ate |

Puc. 7. MCKT, caruttanbHas npoekuus. (a) BusyanusuposaH
BbIxogHoW TpakT JIXK, chopmmupoBaHHbIii KOopeHb Ao,
BocxoAasawmii otaen Ao, ayra Ao, HUCXOAAWMK OT-
aen Ao; MCKT, o6bemHas pekoHcTpykuusa (3D-volume 6
rendering) cepaua (6)
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right PA

Puc. 8. MCKT, MPR, onpepaenstorcs BAJIKu k npaBoMy u neBomy nerkum (a);
MCKT, 3D volume rendering, Busyanusauusa BAJIK k nerkum (6)

Puc. 10. O630pHbINi pEHTreHOBCKMIA CHUMOK, 1-e CyTKM nocne
onepauum, cepaue HU3BEAEHO B JIEBYIO MNOJIOBUMHY
rPYAHON KNEeTKW, nonoxeHue auadparmMbl acumMme-
TpUUYHOE, NHEBMATU3aLUeA IETKUX HepaBHOMEpPHast

1o pe3ynpTaram NaTOI0r0aHATOMHYECKOTO BCKPHI-
THs y pebOeHka 3aduKCHpPOBaHBI MHOKECTBCHHBIC
BPOJKJIEHHBIE TIOPOKHU pa3BUTHsI — MeHTana Kanrpen-
na (omarnorene, pacuiernyieHHe HIKHEH !/, TpyIHHBI,
nedexr mepempHedl wactu auadparMpl, OTCYTCTBHUE
IradparMaabHOTO OTAeNa TepuKapaa, Topakoadmo-
MUHaJIbHAsI SKTOMUS cepana). BpoxneHHbIil KoMOu-
HUPOBAaHHBIA IMOPOK CepAlla pacleHeH Kak oOmui
apTepHaJIbHBIM CTBOJI C T'MIIOIUIa3UeH JIETOYHBIX ap-
TEpUil, pacChIMHON THUIl BETBICHUS AO, OTKPBITOE
oBanmbHOE OKHO, JIMXII, JIMIIII, runeprpodus mMu-
okapaa. IlpuunHa cMepTH — ocTpas cepledHO-Co-
CyaucTas HEIOCTAaTOYHOCTh, JbIXaTesbHasi HeJoCTa-
ToYHOCTh [V cTemeHu, mouyedHas HEZOCTATOYHOCTb,
ABC-cunapom.

Puc. 9. MCKT, akcuanbHas npoekuusi, NoKasaH
€AUHbII KONNEKTOP NIEro4YHbIX BEH

Puc. 11. O630pHbIit peHTFreHOBCKMI1 CHUMOK MOCJie NpOBeAeHUs
BY MUBJ1, nHeBMaTU3aLus 1ero4Hoi napeHxumol 6onee
paBHOMepHas

3AK/IIOYMEHME

CoBpeMeHHas! IIpeHaTaabHasl IMAarHOCTHKA I103BOJIIET
yke B 1-M TpumecTpe GepeMEeHHOCTH BBISBIATH JTAHHYIO
TIaTOJIOTUIO METOJIOM YJBTPa3BYKOBOTO HcciiejoBaHuMs. J{o-
00cre1oBaHue MII0/1a C BBIBICHHON aHOMAaJIMi — IEHTaa
Kantpemma BosamokHO Tipu ipoBeneann MPT mona [1].
Hcxonpr m BpaueOHAs TaKTHKa OIMPENENSIIOTCS XapakTe-
POM Kap/AMaJbHOTO MOPOKAa M TSHKECTHIO BHECEPAEUHBIX
anomaimii [4]. B ciyyae poxaeHust peOeHKa C MEHTa oM
KanTpemnna TakTuka U cTparerus JOJKHBI OCHOBBIBATBHCS
Ha CTaOWIM3aLMY TeMOIMHAMUYECKHX [TOKa3aTeNel u noa-
TOTOBKE K JJaJIbHEHIIIEMY OIepaTUBHOMY JICUEHHIO C yde-
TOM COBPEMEHHBIX MPUHIUIIOB JIEUEHHUS M BBIXAXKUBAHUSL.
[lpu nonmuoit dopme menTansl Kantpenna ogHodsTarHas
KOPPEKLUN TIOpPOKa — YCTPaHEHWE 3BEHTpPALUM, HHU3Be-
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JICHUE cepala U remoauHamudeckast koppekius BIIC —
MIPUBOJUT YAl BCETO K JIETATLHOMY HCXOMY, CBI3aHHOMY
¢ OONBIIMM TpPaBMAaTH3MOM OITEPATHBHOTO BMEIIATEITh-
CTBa, a Tarxke HEM30EKHOW THITepruIpoTaIiiel JIerouHoM
TKaHU, MPUBOJAILLEH K JIbIXaTeJIbHOM HEJOCTAaTOYHOCTH,
CBSI3aHHOM C THIIOILIA3HMEH JICTOYHOM TKAHU U HEBO3MOXK-
HOCTBIO aJICKBaTHOIO ra3000MEHA ISl OTKJIFOUCHHMS arl-
mapara VBJI [2]. Ilpu aByXdTarmHON KOPPEKIHH PE3yITh-
Tar HETaTWBEH IO MPUYNHE THITOIUIA3UH JICTOYHON TKAHU
HAa MHUKPOCKOITTYECOM YPOBHE, HO OTCPOUYEH 110 BPEMEHHU.
Bosmoxnoctu coBpemennoit MCKT no3BoistoT 1o-
CTOBEPHO OTBETUTH HAa BOIPOC aHATOMUU BPOKJAECHHOTO
MOpOKa Cep/lla ¥ COYETAaHHBIX aHOMaNNK pa3BuTu [1].
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