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B pa6ore nmpeacraBieHO HAOMIOAeHHE YCIEIIHOTO0 XUPYPruueCcKOro JIeYeHUs KPUTHUYECKOH (opMbl
aHoOMaJ UM JOUITellHA y pe0eHKa rpyaHoro Bo3pacra. cxoqHo 0CHOBHOE 3a001eBaHUe OCJIOKHIIIOCH
TOTAJbHON HEIOCTATOYHOCTHIO TPUKYCIIUTAJIBHOTO KJIANIaHA, BBIPAKEeHHON IrMIMOKCceMueil M TpoMOo-
30M mpaBbIX Kamep cepaua. HecmoTpsa Ha TsiKeCTh HCXOTHOTO COCTOIHUS U HEGIATONPUATHYIO aHA-
TOMUYECKYIO (pOpMYy 3a00/1€BaHNUA, OePAU «KOHYCHOW PEKOHCTPYKIIMU» MO3BOJIUJIA I (PEeKTHBHO
HOPMAJHN30BaTh 00'beM IIPABOTO KeJyTOUKA U 3aMNPaTeIbHyI0 (DYHKI[UIO TPUKYCIUAAIBHOIO KJIamna-
Ha, He HAPYIIUB HACOCHO-COKPATUTEIbHOI (DYHKIIMYU U IIPOBOAAILIEI CHCTEMBI cepaia.
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The article presents observation of successful surgical treatment of Ebstein's anomaly extreme
form in an infant. Initially, the primary disease was complicated by a total failure of tricuspid
valve, severe hypoxemia, and right heart chambers thrombosis. Despite the severity of the initial
state and disease unfavorable anatomical form, cone reconstruction surgery allowed to normalize
right ventricle volume and tricuspid valve obturator function without violating pump contractile
function and cardiac conduction system.
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Ha MO3JHUX CPOKaX BHYTPUYTPOGHOI'O IIEPUOJA MOXKET
OPUBECTH K PAa3BUTUIO TAKEJIOU CepAeYHON HeJgocTa-
tounoctu (CH), amacapku miaoza um make ero rubeiu.
B mocrHaTaspHOM NepmoLe MPOTHO3 TaKKe OIIpe/esis-
erca crenenbio nuchyurmuu TK, m cremeHbio arTpua-
ausanuu npasoro skeaymouxka (IIJK). Bce mammenTsI C
KPUTHUYECKON (POpPMOM IMOPOKA, YTO COCTABJISAET IIPU-
mepHO 25% oOT 00IIero umcJa ManueHTOB, MOTru0alT B
TeueHUe IIEPBOTO MecdAlla JKU3HU, a BLIXKUBAEMOCTH 0
mepBoro moJyroxusi cocrasiser He Gomee 40% [1-3].
HaubGosnee uacToii mIpuuYMHON CMEPTU y HeEOIepPUPOBaH-
HBIX OOJIBHBIX CTAHOBATCSA IIOCTEIEHHO IIPOTrPeccupy-
omasa CH mo «mpaBomy» TUIly W HapyIIeHUA PUTMAa
cepaua. EAmHCTBEHHBIM MeETOLOM JI€UEHUS AHOMAIUU
J01ITeliHA ABISETCA XUPYpPruuecKas KOPPEeKIUA IOpo-
Ka C MaKCUMaJbHO BO3MOXKHBIM BOCCTAHOBJIEHUEM
sanuparenbHoit Gyukmuu THK u anatromuu ITJK cepparma.
B Hacrosiee Bpemsa HauboJee pacIIpocTpaHeHHBIM MeTO-
IOM XWUPYPrUYECKOro JIeUeHUs [JAaHHOM IaTOJIOTHU C
2007 r. ABIsAETCA «KOHYCHASA PEKOHCTPYKI[US» COOCTBEH-
HBIMM TKAaHAME KJallaHa, mpeajokeHHas Joseph A.
Dearani u Jose Pedroda Silva [4]. Onepanus nIpuBOgUT K
HauboJjiee CYIIeCTBEHHOMY aHATOMUYECKOMY BOCCTAHOB-
aeruto pyaxnuu TK u IIWK B nenom. «KonycHasa pexon-
CTPYKIIMSA» IIPEAIoJaraeT 3HAUNTEJIbHOE XUPYPIUIeCcKoe
BO3JeICTBME Ha TKaHW CepAlia ¢ TJI00aJbHOU PEeKOH-
CTPYKIMEe# reoMeTPUM BCEX IIPAaBBIX OT/EJIOB CepAIla.
IhHEeKTUBHOCT, XUPYPTUYECKON KOPPEKIIMUHAIPAMYIO
3aBUCUT OT aHATOMUM I[IOPOKA M KMCXOJHOT'O COCTOSHUS
nanveHTa. Kak mpaBumiio, omepanuu HOCAT ILJIAHOBBINA
xapakTep. OgHAKO B HEKOTOPBHIX CUTYaIlUsiX, B OCOOEH-
HOCTH y NMAIIMEHTOB PAHHETO BO3PACTa IPU KPUTUUECKON
dopme HemocraTouHocTu THK KOppeKIusa MOPOKa MOYKET
HOCHUTH SKCTPEHHBIH xapakTep. OcoOblii mHTepec mpu
omeHKe 9(PMEKTUBHOCTH «KOHYCHON PEKOHCTPYKIIHU»
MIPeCTaBIAIOT Pe3yIbTaThl JIeUeHU s IaI[eHTOB PaHHero
BO3pACTa C MCXOLHO BBIPDAXKEHHBIM AeGUIIUTOM TKaHeN
TK u Berpaskennoii arpuanusanuu 17K,

B pabore Mbl MpUBOAMM KJIMHUUYECKOE HaOJIIOHeHUE
YCIIEITHON «KOHYCHOM PEKOHCTPYKIUU» KPUTUUECKOU
dopmbl aHOMaIMK DOIIITEHHA, OCIOKHUBIIIENCS TPOMOO30OM
arpuanudoBaHHoi moaoctu [I3K, y pebenka 10 mecsIieB ¢
cuagpomoM JlayHa. AHaToMusA IMOPOKa XapaKTepusoBa-
Jach NPAKTUUYECKU IIOJIHBIM OTCYTCTBHEM XOPJATIBLHOTO
anmapata TK u BbIpaskeHHBIM HapyIIeHUEM JeJaMu-
HaIuKU He TOJBKO 3aJHEN M CenTaJbHBIX CTBOPOK, HO U
nepenueit ctBopku TH. OcobeHHOCTHIO TeueHUs 3aboJie-
BaHUS ABUJIOCH PEJKOE COUeTaHNe BEIPAYKeHHOM ITUII0OKCe-
MUK 1 00pasoBaHUA TpoMOa B aTPUJIM30BAHHOM IOJIOCTU
IIK.

Pebenok moctynun B Kapauoxupypruueckoe [II'B Ne 1
r. Caukr-Ilerep6ypra 3 okTsaA0psa 2015 r. B 9KCTpeHHOM
mopsifKe ¢ jKajgobaMy Ha HAapaCTAIOIIYI0 IeTeXUalbHYI0
CBIIIb II0 BCEMY TeJIy B TeUeHUe MOCJeTHUX 7 nHel Haka-
HyHe rocnuraiusanuu. VI3 aHamMHe3a 'KHU3HU H3BECTHO,
peberok ot I mporekasieii 6e3 ocobeHHOCTEH GepeMeH-
HOCTHU. AHTeHaATAJIbHO 3aI0403PeH cuHapoM JlayHa u aHo-
manua JomreiiHa. Poger Ha 37-i1 Hemesie 6epeMeHHOCTU
ecTeCTBeHHBIM IIyTeM. Ilocie pOMKIEeHUs MOATBEPIKIEeH
cuagpom laysa u BIIC — anHomanusa O01miTeitHa, 60IbIIT0N
nedexT MeKIpeacepAHON IIeperopogKu U HeOOJBIIToN
MBIIIIEYHBIN Je(eKT MeK:KeJTyJOUKOBON IIeperopoiKu.
Pebenok perynspHOo HaOJIOgaJCA YYaCTKOBBIM IleJua-
TpoMm u KapaumoJsiorom II'B Ne 1. PasBuBasicss mo Boapa-
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cry. IIpu moctynieHuy B KIMHUUYECKOM aHAIN3e KPOBU
cybTpombonuTonenus — 128 + 109/71, BeIpaskeHHAs TOJIH-
OUTeMHus: 5pUTponuTsl 7,95+1012/1, remorsobun 232
r/a, remorokpur 64,8% . HaceiijeHue aprepuaabHOM
KpoBu Kucaopomom 60—-70% . Ha OKI' mamHBIX 3a CHUH-
apom WPW He BBISIBJIEHO, PUTM CHUHYCOBBIH, HapyIle-
Husa penosaspusanuu [IJK. JaaHbIX 3a MHGEKIIMOHHBINA
nporecc He mosydeHo. Ilo pesynabraraM yIbTPadByKOBO-
ro HCCIeOBAaHUS CepAlla MOATBEPIKIEHO BBIPAKEHHOE
cMellleHre MecTa IPUKPeIIeHUA MIOABUIKHBIX YacTel
crBopok TK K Bepxymke [T, ToTanbHada TPUKyCOIUIATB-
Hasl perypruranusa 1 sHauuTeabHas arpuanusanus [THK.
BripaskeHHBII TpaBo-JIeBbI cOpoc Ha AedeKTe MesKIIpe-
CepJHOII IePeropojKy CO CHUIKEHHOU MHTEHCUBHOCTBHIO
KOHTPACTUPOBAHUS COCYJOB MAJIOr0 Kpyra KpoBooOparie-
HUs U 3aCTOEM KOHTpacTa B HuX. I1o faHHBIM 30HAMPOBA-
HUS IIOJIOCTel cepAlla IJIofa JaBJieHUe B JIETOUHOI apTe-
pum 17/14 (16) MM pT. CT., HACBHIIIeHNE KPOBU KUCJIOPO-
nom — 32%, B aopre — 55/35 (41) MM pT. CT., HACBIII[EeHUE
KpoBu Kwucsopomxom — 60% . Qp=0,28 ig/mun, Qs= 0,56
a/muH, Qp/Qs=0,5/1. ITonocts IIHK pesko ymeHbIIeHA
no 21x30 MM, oTMeUaroTCAa BbhIpasKeHHAA aTPUATU3AIUA
nosoctu ITHK u qunaranusa ¢udposnoro koabna TK mo 27
MM. IoJ0KUTENbHBIN CUMIITOM «IBYX 3apy0OK» IIpaBee
mepBoii «3apyOKW», KOHTPACTHUPYETCA II0JOCTb, COOT-
BETCTBYIOIIAsA IIPABOMY IIPeICepAuio, YPOBEHb IIePBOI
«3apyOKM» COOTBETCTBYET IIPEACEePAHO-KeIyI0UKOBOMI
6oposne u ucTuHHOMY (hubposHomy Koabiy TK. Mexnay
«3apyOKaMm» pacmoJiaraercsa OOJIbIIAs aTPUAJIU30BaAH-
Haa ygacTh IIWK, xapakrepusyiomjasca mapagoKcaJabHOR
nyabcanueir (puc. 1). B cBA3M ¢ mporpeccupoBaHUEM
npusHakoB CH Ha ¢one ToTasbHOI HegocTaTounoctu TK
U apTepUaJbHOUN TUIIOKCEMUU OBLJIO IIPUHATO PeIlleHue O
POBEIEHUN XUPYPrUYeCKONl KOPPEKIUU IIOPOKa He3a-
menaurenbHo. Onepamus 6blma BbimosHeHa 12.10.2015
(xupypr — npod. P.P. Moscecsan). Onepamusa mo npuHsA-
Toit B II'B Ne 1 meTonmuKe B yCJIOBUSAX HMCKYCCTBEHHOI'O

Puc. 1. Bearpukyaorpagusa IIJK go onepanuu (KOHTpacTHPO-
BaHa 30Ha arpuaausanuu I1K).

Puc. 2. HaTpaonepannoHHas KapTuHa (a) M cXxeMa BBHIIOJIHE-
HUS «KOHYCHOI PEKOHCTPYKIHMU» (0).

a — MOMEHT omepanuu ¢ orcedeHueM ot crenku 13K mepenueit
crBopku TK; 6 — cxeMa BBITOTHEHUA «KOHYCHOM PEKOHCTPYK-

MUU» .
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KpoBoobOparenus (145 mun), runorepmuu 300 (rectum)
U ogJHOKpaTHOU Kapauoieruu « Kyroguomaom» (115 mun
nepeskartusa aopThl). Ha omepanuu BbIsIBIeHA KPUTHU-
yeckas (opMa JaHHOW aHOMAJIMHU: OTCYTCTBUE TKaHEH
CeITaJbHON CTBOPKM, IIOJHOE CPAIlleHUs TKaHel 3agHei
cTBOPKU ¢ sHA0KapaoM ITHK, BeIparkeHHaA aTpuaIn3anusa
IIK. Ilepenusas cTBOpKa uMeeT AeUITUT TKAHEH U TaK JKe
B 3HAUUTEJbHOI CTelleHU IIpupalneHa K sugoxapay ITHK.
Ha Bceii moBepxHocTH arpuanusdoBaHoir dactu IIFK mo
BBIBOZHOTO OT/eJIa IPUCTEHOYHO PACIIOJIaraeTcsi OpraHu-
3oBaBIIHUiica 6esbiil TpoMO pasmepom 1,5x5,5 cm. Tpom6
HCCeYeH OT CTeHKY aTPUAJIN30BaHHOH mojoctu. [lepenuasa
U 3aJHAS CTBOPKU OTCENapOBAHBI MAKCUMAIbLHO HOYKHU-
maMu A0 OocHOBaHuA, OoT creHKu I[IJK mo Bepxymku c
MOJHBIM OTCEeUYEeHUWEeM IepelfHel CTBOPKU OT (PpuOpO3HOTro
KoJblia (puc. 2). BeInosiHEHBI BepTHKAJIbHAA ILJIACTHUKA
arpuanudoBaHHoi yactu ITHK 0o6BuBHBIM IIIBOM U (hOopMU-
poBaHUe HOBOTO (hMOPO3HOTO KOJIbIIA ABYMSA OOBUBHBIMU
mBaMu. XOpJaJbHBIN ammapaT CTBOPOK CO3JaH IyTeM
pacceyeHUsl AMCTAJBHON UACTU OTCEIapPOBAHHBIX TKa-
Hell CTBOPOK Ha 1/3 anmHBL cTBOPOK. CHOPMUPOBAHHBLH
KOHYC M3 OTCEUYeHHBIX CTBOPOK KJallaHa PasBEePHYT U
durcupoBan K Koublly TK o6BuBHBIM IIBOM (puc. 2).
Bognas mpobGa 6e3 nmpumsHakoB perypruraunuu. ledert
MeXKITPEICEPIHOM IepPeropoJKyu 3aKpPBIT 3aIllIaTKON U3
nepukapga. HeGoabImoii MBIIEUHBINA AePEeKT MerKIKeJy-
IOYKOBOU Ieperopojku yimut. Ha KOHTPOJBHOM Upes-
NUIIEBOJHOM YJbTPA3BYKOBOM WKCCJIEOBAHUU BBIABJIEH
JaMUHAPHBI KPOBOTOK uepes3 BHOBb C(HOPMUPOBAHHBIN
TK 6e3 perypruranuu. Omepainud 3aKkoHUeHa Ha (oHe
CTaOMJIbHOU IeMOJUHAMHKN, CUHYCOBOTO PUTMAa, HAChI-
HieHusA apTepraabHoil KpoBu Kucaopogom 100% 6es nuwo-
TPOIIHOM moAepP:KKU. IlocaeonepauoOHHbINA I€PUO] IIPO-
TeKaa 0e3 ocobeHHOCTEl. Pe6eHOK 9KCTYyOMpPOBAaH HA 3-U
cyTKu 1ocje onepanuu. Ha 7-e cyTku peOeHOK IIepeBOx
B oTZeJieHue 1 Ha 12-e BeIMKCAH U3 cTalmoHapa 6e3 mpu-
snakoB CH, 6e3 mequkameHTo3HOI Tepanuu. Ha yabTpa-
3BYKOBOM KCCJIELOBAHUY Yepes 3 MecsI[a II0ce OIepanuu
Ha TK perypruramusa OTCyTCTBYeT, TpPaHCKJAIaHHBINA
rpaguenT 10 MM prt. cT. (puc. 3).

o HacTOAIIErO BpeMEeH!U CYIIeCTBYEeT OOIIeIIPUHATOE
MOJIOKEHNEe O HeOOXOAMMOCTH BBIIOJIHEHUS OlepPaTUB-
HOTO JIEYEHUA IIPU aHOMAJUM OOIITEHHA TOJbKO IIPU
nosaBJIeHUM NpusHakoB nexomuencanuu CH, BbI3BaH-
HOII HapyIIeHuAMU KpoBooOpalieHus. Bo3HMKHOBEHUE
OCJIO}KHEHUS B BU/JIe IeTeXUAJIbHOMN ChIIU ABJISAETCS Kpaii-
He peaxkuM. B raHHOM ciyyae fUCIIaHCEPHOE IeAuaTpuye-
CKoe HaOJII0JIeHVe CJIeJ0BAaJIO OOIIENPUHATOMY IOJIOMKe-
HUIO O I1eJ1eCO00PA3HOCTH JeUeHUA aHoMaauu JOIITeiiHa
B CTapIIeM BO3pacTe M TOJIBLKO OJjaromaps IpaBUJIbHON
WHTEePIpPeTaluyd YYacTKOBBIM I[eIUaTPOM BOSHUKIIUX
OCJIOXKHEHUH IOCTYKUIIO IIOBOLOM HEOTJIOKHON ['OCIINTA-
Ju3anuu B craruoHap. TpoMbomuToneHnyecKas mypiypa

Puc. 3. Kourpoasnoe 9XOKI-uccieqosanue uepes 3 mecsia
ToJIe omepalum.
a-IIiK, 6 - TK.

OblIa CJeJCTBHEM He CIemuUUecKUX M3MEeHEeHUU CBep-
TBHIBAIOIIIe!l CHCTEMBI KPDOBHU B BUJEe CHUKEHUA KOHIIEH-
Tpanuu pubpunorena xo 1,78 r/m u TPOMOOIUTOIEHUU
g0 77109 r/n1 Ha (oHe HApPyIIeHHUH reMOSUHAMUKHU U
HOJUIIUTEMUUYECKOT0 CUHApoMa. BrisgBiaeHue Tpomba B
Bepxyiike IT3K 6b110 onepamuoHHON HAXOAKOM 1 CBA3aHO
C HapyIIeHWeM CBEePTHIBAIOIIEN CHCTEMBI KPDOBU U Hapy-
IIeHVeM XapaKTepa BHYTPUCEPIEUYHON IeMOAVHAMUKU
Ha ¢oHe BhIpaskeHHOU arpuanusanuu IIJK. B awurepa-
Type eCcThb eIUHUYHbIE OMUCAaHuA oOpasoBaHuA TpoMba B
nosoctu II9K nmpu ganuoi nmatosoruu [5, 6]. 9Tu fanHbIE
CBUJIETEJIBCTBYIOT O PUCKE PA3BUTUA KU3HEYI'DOKAIOIITNX
OCJIO’KHEHUY y IMaIueHTOB ¢ aHOMaJIell J0IITeiiHa, 4TO
CYILIECTBEHHO MEHsSeT HaIW IIPEJCTABIEHUA O CPOKax
U TOKa3aHUAX MAJIS BBINOJHEHUA OIlepaluy, II03BOJIA-
[oIell BBINOJHUTL aHaTOMUYeCcKyio Koppekiuio BIIC.
B onmncanrom Hamu HaOMIOAeHUY OBLJIO IPUHATO PEIlleH1e
O BBIIOJIHEHUSA HEOTJIOXKHOI'O0 OIIePaTUBHOIO JIeYeHUd,
KOTOpPO€ IIPOTHMBOPEYUT IPUHATOMY IIOAXOAY B JIEUEHUU
IaHHOU IaTOJIOTUY, C PEKOMEHAIIell BBIIOJHEHUA KOP-
peKIuu IIOpoKa B 6ojee cTapIiieM BO3pacTe.

BrimonrmenHas pagumkaiabHasd Koppekmnus BIIC u
OTCYTCTBHE CUHTETHUYECKUX MAaTepHajloB IIPU PEKOH-
crpykiuu TK m03BoIMIN MOJTHOCTHIO OTMEHUTD IIpenapa-
THI, BJIUSAIOIINE Ha CBEPTHIBAIONIYIO CUCTEMY KPOBY, IIPU
BBHINIKICKE MTAIIUEeHTA.

«KonycHass pPEKOHCTPYKIUSA» MOXKET SBJIATHCHA
9((PeKTUBHBIM METOLOM XUPYPIUUECKOI'O JIeUeHUd aHO-
Masauu J0IITeliHa, farke TP KPUTUUECKUX (popmax 3a6o-
JleBaHUA y IaIllMeHTOB IpyLHOTO Bosdpacra. Ilpm ycmerr-
HOM BoccTaHoBiaeHHU o0bema IIGH cepama mpu xKputu-
yecKou (opme aHoOMasuu IOIITENHA, MOKHO AOOUTHCA
XOpOILIVX Pe3yJIbTaTOB, 0e3 KCIIOJIb30BAHUS IIPUHIIAIIA
HOJIYTOPOXKEJIYJOUYKOBOI KoppeKIuu. B ¢cBA3U ¢ mosaBJIe-
HUEeM OIlepaliuy KOHYCHON PEKOHCTPYKIIMU HEeOOXOIUMO
IIepecMOTPeTh OTHOIIeHWE K I'DYJHOMY BO3PAcTy KakK
IIPOTUBOIIOKA3aHMIO K XUPYPIrUIECKOMY JIeUeHHUIO aHOMA-
Jauu J0ITeiiHa.

Kongaukxm unmepecos: uccnedosanue HuKeM He
CNOHCUPOBALOCH, KOHDAUKMA UHMepeco8 Hem.
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