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AHOMAJIbHBIH JPeHaX JIErOYHbIX BeH (CHHAPOM fAITAraHAa, CUHAPOM CKMMHUTAaPAa, BEHOJOO0YJSAPHBIA CHHIAPOM)
(AVIB) — peakasi BpO:KAeHHAS] aHOMAJHUS, COCTABJIAIOIAs 0K010 1,5% 0T Bcex BpOKIeHHBIX IOPOKOB cepana. B
HACTOsILLlee BpeM# CYLIeCTBYIOT /IBA BAPMAHTA JaHHOH AaHOMAJIMM: TOTAJIbHAsI, IPM KOTOPOH KPOBb U3 JIer0YHbIX
BeH NOCTYNAaeT B MpaBoe NpeacepAne WM M0JIble BeHbl, U YaCTHYHAasl — 0AHA MU OoJiee (HO He Bce) JIerOYHbIe
BeHbI UMEIOT CBSI3b € JieBbIM npeacepaneM. Takaxe y AJIJIB umerorcsi cynpakapadaibHasi, HHTpaKapauajibHasi,
HH(ppakapauadbHas U cMellaHHasi GopMbl B 3aBUCMMOCTH OT MeCTa BIAa/JIeHUsl JierouHbIX BeH. Pedenok I'. ot 2-
il OepeMeHHOCTH, MpoTeKaBLIel HA (JOHe aHeMUM, 0KUPEeHHs 2-il cTeneHH, YIPo3bl NpekaeBpeMEHHbIX POJ0B B
28 u 35 Henmesb, IUIAIEHTAPHBIX HAPYLIeHUii, B Bo3pacTe 1 Mecsina 10 gHeli Ob1J1 rOCNIUTAIN3MPOBAH B MJIAHOBOM
nopsaake B JIPKB c xago0amu Ha 3nM304bl y4yallleHHOTo AbixaHusi. B xoge o0cienoBaHusi ObLI BBICTABJICH
auarHo3: OcHoBHoii: BIIC: ToranbHblii aHOMAJBHBIN ApeHa’k JIETOYHBIX BeH, MH(ppakapauaiabHas ¢dopma.
PeGeHok moJiyuas jieueHue B COOTBETCTBUM € KIMHHYECKMMH peKoMeHAauussMu. bbliia nokazana xupypruieckas
koppeknus B @I CCX r. [len3sl, kyaa B AajabHeiilieM nanueHT 0b11 rocnutaaudupoBaH. [IpeHaTanbHo TaHHBIH
kputudeckuii BIIC nuarnocTupoBaH He ObLI Ha BceX 3 CKPUHUHTAX, Tak Kak JXoKI nioxa npoBoaniocs ToJAbKO
B pexHMe 4YeThIPpeXKaMepHOro cpes3a cepana 0e3 Busyanausauuu Jeroynbix BeH u LK, mo3Ttomy oH ObLI
00Hapy:KeH TOJbKO MOCJe poxAeHus pedeHKa NMPHU NMOSIBJIEHUHM CHMIITOMOB cep/AedHO HegocTtaTouHocTu. U3
3TOro cJieAyeT BBIBOJ O TOM, 4YTO NpU nposeaeHnn Y3 -ckpruHUHra ni10Aa He00X0AUMO IOJHOCTHIO OLICHUBATH
COCTOSIHHE CepP/IeYHO-COCYAUCTON cHCTEeMBbl, HCNOAB3Yysl pa3Hble pe:kMMbI padoTsl Y3U-annapara Ajis paHHero
BBISIBJICHHS] BPOKACHHO NaTOJOIMH cepALa U onpeejeHus AaJbHelIell TAKTUKH BeIeHHsI TAKOro pedeHKa.

KiroueBble ci10Ba: aHOMAaJBHBIN IPEHAX JIETOYHBIX BEH, CHHIPOM STaraHa, CHHAPOM CKHMHTapa, BEHOJIOOYIAPHBII
CHUHJIPOM, BPOKJEHHBII MOPOK cepAlla.
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Abnormal drainage of the pulmonary veins (Scimitar syndrome, venolobular syndrome) is a rare congenital
anomaly that accounts for about 1.5% of all congenital heart defects. Currently, there are two variants of this
anomaly: total, in which blood from the pulmonary veins enters the right atrium or hollow veins, and partial — one
or more (but not all) pulmonary veins have a connection with the left atrium. Also, abnormal drainage of the
pulmonary veins has supracardial, intracardial, infracardial and mixed forms, depending on the confluence of the
pulmonary veins. Child G. from the 2nd pregnancy, which took place against the background of anemia, obesity
of the 2nd degree, the threat of premature birth at 28 and 35 weeks, placental disorders, at the age of 1 month 10
days, he was hospitalized as planned in the children’s hospital with complaints of episodes of rapid breathing.
During the examination, the diagnosis was made: Main: Total abnormal drainage of the pulmonary veins,
infracardial form. The child received treatment in accordance with clinical recommendations. A surgical
correction was shown in the the Federal Medical Center of cardiovascular surgery of the Penza, where the patient
was later hospitalized. Prenatally, this critical congenital heart disease was not diagnosed at all 3 screenings, since
fetal ECHOCG was performed only in the mode of a four-chamber heart section without visualization of the



pulmonary veins and color doppler mapping, therefore it was detected only after the birth of the child with the
appearance of symptoms of heart failure. From this it follows that during ultrasound screening of the fetus, it is
necessary to fully assess the state of the cardiovascular system, using different modes of operation of the ultrasound
machine for early detection of congenital heart pathology and determining further tactics for the management of
such a child.

Keywords: abnormal drainage of pulmonary veins, Scimitar syndrome, scimitar syndrome, venolobular syndrome,
congenital heart disease.

AHOManbHbIN JpeHax jeroyHsix BeH (A/[JIB) (cuHumpom sraraHa, CUHIPOM CKHUMHUTapa,
BEHOJIOOYJISIDHBIM CHUHApPOM) — peAKas BpOKJIEHHas aHomanus, cocrasisromas 1,5-2% ot Bcex
BpOokIeHHBIX TOpokoB cepana (BIIC) mo manHbIM pa3HbIX aBTOpOB [1—4]. dakTtopamu pucKa
bopMHpOBaHHSA TOPOKA SABIAIOTCS pa3jiMyHble HMHQEKIHOHHbIE 3a00J€BaHUS BO BpeMs
OepeMEHHOCTH, HaJIM4Yhe BPEAHBIX TNPUBBIYEK Yy MaTepH, OTATOLICHHBIH  aKyIIepCKO-
IMHEKOJIOTMYECKUI aHaMHe3, Bo3pacT Marepu crapiue 40 jieT, reHeTH4ecKast [IpepacioiokeHHOCTh
[5-8]. B HacTosiiee BpeMst CYIIECTBYIOT JiBa BApHAHTa JaHHOH anoManuu: TotaibHas (TAJJIB), mpu
KOTOpPOIl KpOBb M3 BCEX JIETOYHBIX BEH IIOCTYNAECT B MPABOE IPEACEPAHE WIN IOJbIE BEHBI, U
gactuuHas (YAJJIB) — ogna wim Gosiee (HO HE BCe) JIETOYHBIE BEHBI MMEIOT CBSI3b C JICBBIM
npeacepaueM [2, 4—7]. YAIJIB cocraBnser Oonee nosoBuHbl oT Bcex cinydaeB AJIJIB [1]. Taxxke y
AJUJIB umeroTcs cynpakapuaibHas, MTHTpakapuaibHas, MH(ppakapauaabHas ¥ cMelaHHas GopMbl
B 3aBUCUMOCTH OT Me€CTa BIIaJEHUSA JIErO4HbIX BeH [3, 5, 6]. Yame Bcero BcTpedaeTcs
cympakapauaibHas ¢opma, pexe Bcero — cmemanHas [3]. YV TAJIJIB cymectByror
MOp(OJIOTHYECKUE KPUTEPUH, TMO3BOJsIOmUE IupPepeHIpoBaTh AUArHo3: 1) pacmupeHue u
runepTpodusi MpaBbIX OTAEIOB CEpAlla, IWIATAIMs JIETOYHOW apTepuu; 2) yMEHbIICHHE 00beMa
neBoro npezacepaus 10 50% ot HopMsl; 3) pu cynpakapauanbHoit popme TAJIJIB nerounsie BeHbl
c 00eux CTOPOH (POPMHUPYIOT OOLINI KOJIJIEKTOP, PACHOJIOKEHHBIN M03a1u JeBoro npeacepaus; 4)
npu uHTpakapauanbHoil popme TAJIJIB MecTto coenuHeHUs OOBIYHO HAXOJIUTCS B HM)KHE3aIHEH
yacTh mpaBoro mpenacepaus; S5) npu uHppakapauanbHo ¢opme TAJIJIB aucrambHOE MecTo
COEJIMHEHUS PACcHOJI0KEHO HMKe nuadparmbl; 6) aHOMalbHas BEHAa COEIUHSETCS C MOPTaIbHOM
BEHOMW B MECTE CIIMSHUS CEIe3eHOUYHON U BEpXHEH Me3eHTepHalIbHON BeH; 7) 0OCTPYKIUS JIETOYHOTO
BEHO3HOTO BO3BpaTa BCTPEUACTCS] IPHU COSAMHEHUH aHOMAaJIbHOTO CTBOJIA C BEHO3HBIM MPOTOKOM, C
OJIHOM U3 MEYEHOYHBIX BEH WJIM C HUXKHEH Mool BeHoil [6]. B kaxmoi u3 ¢popM mopoka mMoryr
MPUCYTCTBOBATh OOCTPYKLMHU JIETOYHOIO BEHO3HOT'O BO3BpaTa, OT KOTOPBIX 3aBUCAT KIMHUKA U
MIPOTrHO3 Mopoka, HO B 80% ciyuyaeB conpoBokaaeT MHppakapauanbHblii THO [6, 8]. OHKM MoOryT
HMMETh MECTO Ha YPOBHE CaMHX KOJUIEKTOPOB, Ha YPOBHE MEXKIIPEICEPAHON NEPETOPOIKH HIIU OBITh
CBSI3aHBI C BHEIIHUM CJaBJICHHEM: B MECTE BIIaJICHUS B BEPXHIOIO MOJYIO BEHY, MPU MPOXOKIECHUN
KOJIJIEKTOpa MEX/1y JIEBOH JIETOUHOM apTepHeil U JeBbIM OPOHXOM WJIM NPaBOM JIETOYHOH apTepuein
U Tpaxeeil, Ha ypoBHe Auadparmsbl, IEYCHOYHBIX CHHYCOHM/I0B MJIM BeHO3HOTo npoToka [8]. Hepenko
AJIJIB comyTcTBYyeT ere Kakas-In00 aHOMaJIus TPaBOTO JIETKOTO, HAIPUMEP THUTIOTIIA3Us JJOJIW UITH
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Meperopoiky, Terpajaa damno, koapkranus aoptsl u Ap. [1, 5, 6]. 3 KIMHUYECKUX CUMITOMOB NpH
3TOM MOPOKE CIEeyeT 0OpaTUTh BHUMAaHUE Ha HAIMYHE OJIBIIIKH, IIMaH03a, OBICTPON YTOMIIIEMOCTH,
3allepKki B ¢u3ndyeckoMm pasButuu [6]. Kpome »53Toro, OosbHBbIE MOJBEPKEHBI YaCThIM
pectiupaTopHbIM HHpeKkusaM [6]. [Ipu pusukabHON THAarHOCTHKE CEPACYHO-COCYAUCTON CHCTEMBI
OOBIYHO BBISIBISIETCS] MATKHHA <«TYIOIIHMI» CHUCTOJIMYECKUN HA JIETOYHOM aprepuu [6]. Uem mo3xe
IIOSIBJISIFOTCS IEPBbIE CUMIITOMBI IIOPOKA, TEM Jiyulie MporyHo3 [8]. MHCTpyMeHTanbHas AMarHOCTUKA
AJ1JIB ocHOBBIBaeTCA Ha PEHTTEHOJOTUYECKOM HCCIIEI0BAHUH, TIO3BOJISIONIEM BBISIBUTH CUMIITOM
gTaraHa — JAYrooOpasHyl0 TeHb, HWIYIIYIO OT KOpHS TMpaBOro JIETKOTO K IPaBOMY
KapaunonuadparMaabHOMY YIiIy, HOX0XYH0 1o ¢popme Ha Typerkuil kumxkan, OxoKI', anruorpadun
JIETOYHBIX BEH, KOMITBIOTEPHOIN U MarHUTHO-PE30HAaHCHOU ToMorpaduu cepana [1-3, 6]. Ha DxoKI
OOBIYHO BHJHBI: PAaCHIMPEHHBIA MPaBbIA JKETyJO0UYEK W YMEHBIICHHBIA JIEBBIH, CYIIECTBEHHOE
yBenuueHue npasoro npeacepaus, y 30% 6onpubix ects JJMIIIL, y 70 % — oTKpbITOE OBAIBHOE OKHO
[8]. [Ipu cympakapauaibHOi (hOpMe BO3MOXKHO BBISIBUTH AHOMAJIbHBIN KPOBOTOK B BEPXHEU MOJION
BeHe, MH(]pakapIuaTbHBIA THI BO3MOXXHO BU3yaJH3UPOBATh M3 CYOKOCTAIBHOTO naoctyma [8].
[IpenaransHo 3T0T BIIC MO)HO 006HapYy)uTh ¢ nmomoiisio DxoKI' ¢ ucnonbp3oBaHueM IBETOBOTO
nomnrmiepoBckoro kaptupoBanus (LIJIK), B pexxume KOTOPOro MOXXKHO yBHAETh aHOMAIbHBIM TOK
KPOBH B JIETOYHBIX BEHaX C HMH(pa- M CynpakapAHalbHBIM THIIOM TOpoka mmioga [2]. Bo
BHYTPUYTPOOHOM NEPUOJAE MOPOK HE MMEET OOJIBIIOr0 I'eéMOJMHAMUYECKOrO0 3HAYEHMs, TaK Kak
JIETOYHBI KPOBOTOK MHHHMMAJICH, OKCUTEHAIMsI KPOBU HE HapylIieHa, a MpaBbli >KEMyJ0ueK U B
HOpME Wrpaer Benyliyio posb [8]. PomopasperieHne NpoBOAUTCS B CHEIHAIW3HMPOBAHHOM
CTallMoHape ¢ OKaiieil TOCTYTHOCTBIO K KapJUOXUPYpruueckoMy LeHTpy [6]. JleTanbHOCTD TpH
HeoOcTpykTuBHOM TAJIJIB cocraBnsier 50% k 3 mecsiiam >xu3Hu 1 80% k 12, a npu H301MpOBaHHOM
YA/JIB monoBuHa manueHTOB A0kuBalOT 110 30—40 ner [6, 7]. OCHOBHBIM METOJIOM JI€YEHUS
ABIISICTCS XUpPypruyeckas KOppeKIUs Mopoka B 3aBUCUMOCTH OT ero ¢gopmsl [4—6]. OnepaTtuBHOe
BMEIIATEIbCTBO I[O/IpAa3yMEBaeT IepeMellleHrne OOIIEero KOJUIEKTOpa JIETOYHBIX BEH B JIEBOE
npeacepaue [6]. [Ipu HAJIJIB xupyprudeckoe jedeHre MOKET OBbITh HAIIPaBJICHO Ha Pa30O0IICHHE,
PEMMILIAHTALMIO U TTepeMeEIIeHre 00Iero KojuiekTopa jgerounsix BeH [7]. [lox nadbmoaenuem JK.b.
Ko3bi0aeBa 1 coaBT. HaxOuJIach MallMEeHTKa B Bo3pacTte 3 JeT 9 MecsIeB ¢ jkanobdaMu Ha OJIBIIIKY,
OBICTPYIO YTOMJIIEMOCTb, OTCTaBaHUE B (PU3MUECKOM PA3BUTHUHU U YacTbI€ IPOCTYIHbIE 3200JI€BaHUSI.
[To OxoKI' BeiaBnens! BTOpuuHbIil JMIIII, pacmmpeHne mpaBbIX OTAEIOB CEpALA, JIETOYHAS
runeprenzus — 40 mm pr. cr. Ha peHTreHorpamMme naTojOTHU JETKUX HE OOHApY>KEHO,
KapAMOTOpaKaJIbHBIM HHAEKC 63% 3a cueT JUIaTHPOBAHHBIX MTPABBIX OTAEIOB CEPALIA, KPOME ITOTrO,
OTIPEAEIIAETCS CUMIITOM SITaraHa — TE€Hb AHOMAJILHO PACIIOJIOKEHHOro cocyna [3]. ABTop aenaer
BBIBOJI O TOM, YTO JUArHoCTHKa MH(pakapauanbHoil popmbl AJIJIB sBisieTcs 3aTpyIHUTENBHON U
OCHOBHBIMM MeETOJaMU Bepu(UKalMM JHarHo3a CIyxaT PEHTTE€HOJIOTUYECKUH  METOJ,

30H/MPOBaHUE KaMmep cepaua u anrnokapauorpadus [3]. B kiunndeckom npumepe H.JI. I1aBnoBoii



u coaBT. y Oepemennoit II. 26 nmer mo Y3U-ckpunuHry Ha 15-if Hejene recTali BBISBICH
koMOuHUpoBaHHbIN BIIC moaa, B Tom uncie TAJIJIB, KOTOpHIH SBUIICS MEIUITTHCKUM MTOKa3aHUEM
Ui npepbiBaHus OepemenHoctH [2]. [lo MHeHHIO aBTOpa, MCCIIEOBAaHHE CEPACYHO-COCYIUCTOM
CUCTeMbI IUJI0Jja HEOoOXOIMMO BBINOJIHATH MO NpoTokony Poccuiickoit acconuanuu Bpaden
yIBTPa3ByKOBOW JUArHOCTUKHU B aKyIIEPCTBE M T'MHEKOJIOTMU U COIVIACHO HOBBIM PEKOMEHIALUAM
MesxayHapoIHOTO OOIIECTBA YIbTPa3BYKa B aKyIIEPCTBE U THHEKOJIOTHH, KOTOPHIE TOBOPST O TOM,
YTO B XOJI€ BH3yaJH3allMd CEepIla B UYETHIPEXKAMEPHOM cpe3e HEOOXOJUMO TaKKe OLIEHHUBATh
JIETOYHBIE BEHBI, YTO MO3BOIUT uckiounuth TAJJIB [2].

[enb uccienoBaHys: OMCAHUE KIMHUYECKOTO CIIy4yasi aHOMaJIBHOT'O JIPEHAXKa JIETOYHbIX BEH
C aKIEHTOM Ha TO, YTO IMOPOK OOHApy)XEH dYepe3 MecsI] MOCie POXKACHHUS, TaK KaK He ObUIH
WCIIOIB30BaHbl pa3Hble peXuMbl padoThl Y3U-ammapata npu mnpoeneHun OxoKI[T mmoxga B
MIpeHaTaJIbHOM IIEPUO/IE U NIPH BBISBICHUH Y HOBOPOKIEHHOTO 10 Y3 opraHoB OpIOLIHON MOI0CTH
paciiipeHusi BOPOTHOM BEHbI TaKkKe HE ObLT 3a110/J03PEH ITOT IOPOK.

PeGenok I'. ot 2-i1 OepeMEeHHOCTH, MPOTEKaBIIeH Ha (OHE aHEMUHU, O)KUPEHUS 2-1 CTEIEHH,
yrpo3bl IPEKACBPEMEHHBIX POJOB B 28 1 35 Heiemnb, MIaleHTapHbIX HapylieHuid. Pojsl Ha cpoke B
37 nenenb mytem kecapesa ceueHus. Ouenka no mkane APGAR 8/8 6amnos. 3a Bpemst HaOt01eHUs
B TIEPBBIC CYTKH COCTOSIHHE pPeOCHKA C OTPHUIIATEIBHON JHHAMUKON 3a CUET MOSBIICHUS MTPU3HAKOB
1epeOpaNbHO BO3OYAMMOCTH: BSJIOE COCAaHHE, YacThle CPBITMBAHMS, TPEMOp MOAOOpOIKa Hpu
wiaue. [Ipu ocMOTpe KOKHBIHM MOKPOB U BUTUMBIE CIIU3UCTHIE SPKO-PO30BbIE, YHCTHIE, HOPMaJIbHOM
BIQXKHOCTH. AYCKYJIBTaTUBHO JbIXaHHUE IMYIPUIILHOE, TPOBOAMUTCS 110 BCEM IOJISIM, XPUIIOB HET, Y[
46 B MmunyTy. TOoHBI cep/la 10CTaTOYHON TpoMKOCTH, puTM IpaBuibHbIH, YCC 140 yn/muH. XKusot
MArKud, He B3AyT. [lpym manmpnanum meyeHb M cele3eHKa He yBenuueHbl. PU3NO0IOrHYecKue
OTIPaBJICHUsS HE HapylleHbl. PeOGeHOK nepeBeleH B OT/ENEHHE MaTOJOTHH HOBOPOXKJEHHBIX U
HenoHoueHHbIx aereit (OITHH/I) Ha nooGcnenoBanue U JeueHue ¢ MpeIBapUTEIbHBIM TUarHO30M:
Hepebpanvuas Bo30ynumocts. B OIIHHJ[ Obutr mpoBenmeH psig oOcienoBaHUN Il YTOYHEHUS
nuars€osa. B o61ieM aHanmse KpoBM OTKIOHEHH T He BHIABICHO: SpUTPouThl 4,5x10%2/1, remorno6un
128 r/n, neiikormtel 13,2x10%1, meiftpoduisl cermentosaepusie 53 %, mumdbonutsl 38%,
203uHOMDUIEL 2%, MOHOHUTHL 6%, 6Gazodunsl 1%, TpomGomutsl 337x10%n. B Guoxumuueckom
aHaJIN3e¢ KPOBU OTMEYAIOTCS: HE3HAYMTEIHLHOE CHIKCHHE o0mero oenka — 55,8 v/ (Hopma 66—88
r/n), noBermenne ypoBasi ACT mo 50,9 en/n (Hopma mo 37 en/n), obmero ounupyobuna go 108,53
MKMOJTIB/1T (HopMma 20,5 MKMOIb/), menodnoi ¢ocdatasbl 10 485,19 en/n (Hopma 64-306 en/n).
OO6muwmii ananu3 Mmoun 6e3 natosoruu. [To Y3U opranoB OprolIHO#M MOJOCTH BBISIBIEHBI paCIIiPEHUE
BOPOTHOM BeHHI 10 7,2 MM (HopMa 10 4,0 MMm) (puc. 1), MUHUMAaNbHAS PEakIusi COCY0B MEUYECHH,
nedopMarus KEITUHOTO My3bIpsl, MOBBIILIEHHOE Ta30HAIIOJIHEHNE KUIIEYHHUKA, TUET0IKTO3Us 00enx

MOYEK, MOUEKHCIBIA HH(DApPKT 00euX MoyekK.



Puc. 1. Y3U opeanos dprownoii nonocmu. pacuupenue 0pomHou 6ervl 00 7,2 Mm

Ha pentrenorpamMe OpraHoB IpyIAHOH KIJIETKH IMPHU3HAKOB MH(UIBTpALMM B JIETKUX HE

BbIsIBIIeHO. O0oraienue cocyaucroro pucynka. Kapanoropakansubliil unaexc 54% (puc. 2).

{

» g0
K

AL

P

4
S

Puc. 2. Penmeenocpamma opeanog epyOoHoll Kiemku.: obocaujenue cocyoucmozo pucyHka.

Kapouomopaxanvuwiii unoexc 54%

[Ipu OxoKI' BuzyanusupyroTcst OTKpBIThIN apTepuanbHblil mpoTok (OAIl) 2 MM, oTKpbITOE
oBasibHOE OKHO (OOO0) 3 MM, HE3HAUUTENbHAS AUTATAIMS TIOJIOCTH MPABOTO Mpeacepaus 10 15 Mmm
(ropma 10 12 mm), ppakuust Beiopoca (OB) 75% (ropma 60—80), ymepeHHas Tero4Has THIIEPTEH3US
(55 MM PT. CT.), MHOKECTBEHHBIE JIOTIOTHUTEIIBHBIE XOPIbI B TIOJIOCTH JieBoro kenmymouka (I XJDK).
Ha OKI peructpupyercst cunycosbiit putm, YCC 166 yn/mMuna. D0C otkioneHa BipaBo. [Tockonbky
Ha Y3U opraHoB OprONIHON MOJOCTH OBUIM OOHApPYKEHBI M3MEHEHHs (paclIupeHHe BOPOTHOM
BEHBI), PEOEHOK OCMOTPEH JETCKUM XHpyproM. Ha ocHOBaHMM OOBEKTHUBHBIX MJAHHBIX U
MHCTPYMEHTAJIbHBIX 00cienoBaHuil peOeHKy BbIcTaBlieH aAuarHo3: OcHoBHOW: Bpoxknennas

(be6oKTa3Msl BOPOTHOM BEeHBI. ApTepuo-mnopranbHas ¢uctyna. OyHKIHOHUpYOMHUE (eTarbHbIe



koMMmyHuKauu: OAIL OOO. YMepeHHas HeoHaTaabHAas JIErOYHasi runepTeH3us. Manasi anHomanus
pasButus cepaua: JAXJDK. Hapymenue xpoBooOpamenuss 0 crenenu. ComyTCTBYIOMIMMA:
LepeOpanbHas Bo30ynuMocTb. Ha oCHOBaHWHU JaHHOTO AMAarHo3a KOHCHJINYM B COCTaBe€ JETCKOTO
XUpypra ¥ HEOHATOJIOTa MPHUHSUI pelIeHre, YTO MPU3HAKOB MOPTAIbHON TMIIEPTEH3UU Ha JaHHBIN
MOMEHT HeT U peOEHOK B HEOTJIOKHBIX XUPYPTrHUECKUX MOCOOMIX He HyxknaeTcs. [1o oTkazy Mambl
OT CTAallMOHAPHOTO JIEYCHUs pPEOCHOK OBLI BBIMUCAH JOMOM C pPEKOMEHJAlueil MOBTOPHOU
TOCMUTANIM3AIMH B IETCKYIO pecryOIrKaHCKylo KiauHndeckyto 6onpHuLy (J{PKbB) uepe3 mecs.
Yepes mecsitr, B Bozpacte 1 mecsna 10 gHeit peOeHOK TOCITUTATU3UPOBAH B TUTAHOBOM ITOPSIIKE
B JIPKbB ¢ xanobamMu Ha 3mu307b1 ydaleHHOTo AbixaHus. OOBEKTUBHO COCTOSHHE OLIEHEHO Kak
TSKEJIOE 32 CYET CHUMIITOMOB CEPAECYHONW HEJOCTaTOYHOCTH, HEBPOJOTMYECKOW CHUMIITOMATHUKH.
KoxHbliit TOKpoB 0J1€1HO-PO30BBIN, IIMAHO3 HOCOTYOHOTO TPEyrojibHUKa, akpolinano3. [Tacroznoctu
Y OTEKOB MSTKHX TKaHEW He oTMeuaeTcs. MbIleyHblid TOHYC CHUXKEH. Pediekcbl HOBOPOXKAEHHOTO
BBI3BIBAIOTCST CJIa00. AYCKYJIBTAaTHBHO JbIXaHHE IyIPHIBHOE, MPOBOJUTCS MO BCEM JIETOYHBIM
nonsivM, YJ[ 50 B munyty. Tonsl cepaua sicHble, put™m mnpaBmwibHbidi. YCC 146 ya/mun. Ilpu
nanblaluy XUBOT MATKUI, HE B3IYT, I€YeHb, cele3eHKa He yBenudeHbl. CTya caMOCTOATEIbHBIN.
Moueuncnyckanue He HapyllieHo. BrinonHeHo quarHoctuueckoe obcnenoBanue. B oOuiem ananmse
KpoBU 0€3 OTKJIOHEHUM: JIEUKOIMTHI 9,6x10%n, cermeHrosiiepabie  23%, mumdonutel 68%,
MOHOIMTEL 9%, sputpormtsl 4,5x10'%/1, remormo6un 128 r/m, Tpombomuter 337x10%m1. B
OMOXMMHUYECKOM aHaJIu3e¢ KPOBHM OTMEUYAIOTCS: THUIONpoTenHemus — 57,8 r/m (Hopma 66—88 1/1),
noBeieHne ypoBHss ACT mo 48,9 en/n (wopma mo 37 en/nm), obuiero Omnmupybuna mo 105,53
MKMOJIb/1T (HOpMa 20,5 MKkMoIIb/1T), menouno (ocdarassr 10 585,19 en/n (Hopma 64-306 en/n). Ha
OKI' peructpupyrorcs CHHYCOBBII PUTM, OTKJIOHEHHE D3JIEKTPUYECKOM Ocu cepjia BIpaBo,

neperpyska npasoro xenynouka (IDK) (puc. 3).

Puc. 3. OKT': cunycosbiii pumm, omrioHeHue d1eKmpuieckoll 0Cu cepoya 6npaeso, nepecpy3Kd

npagozo KHcemyoouKa



[To DxoKI" Bu3yanusupyoTcs AuiaTanus npaBoro npeacepans 10 19 MM (Hopma 110 12 mm),
yTONIIEHUE TEepeAHeld CTeHKHM TMpaBoOro >Kemygouka go 16 MM (Hopma 3—12), KOHEUHBIHA
TuacTonueckuit pazmep 15 mm (Hopma 15—-20), KOHEUHBIH CUCTOIUYECKUN pa3Mep 9 MM, KOHESUHBIH
JTUACTOJIMYECKHI 00beM 6 MII, KOHEYHBIM CHUCTOJUYECKUA O00BeM 2 MII, yAapHBIH 00beM 4 M,
dpakus BeiOpoca 73% (mopma 60—80). TpukycnumaneHbid knaman 10 MM, peryprutanus 3-i
crenean, PG 120-130 mm pr. ct. Beicokas nerounast runeptrensus. OAIL. OOO. IXJDK. IIpu
npoBeeHUH Y3 opraHoB OpIOLIHOM MOJOCTH U MOYEK OTMEYAIOTCS MPU3HAKU PACUIMPEHUs] BEH
BOPOTHOW CHCTEMBI Ha ypoBHE cTBOJA (6,7—7 cM), oudypkanuu (6 MM) U JIE€BOM BETBH BOPOTHOM
BeHbl (3,7 mMm). Ha ypoBHEe cTBOJIa BOPOTHOM BEHBI U BIAJICHUS HMKHEH I10JIOM BEHBI B IPaBbII
KEITyI0YeK HEYSTKO BU3YAIIM3UPYETCS THIIOAXOTeHHOE 0Opa3zoBanue (cocya?) 1o 5—6 ¢M B AuaMerpe
(anomanus pacnonoxxenusi cocynoB?). Ha MPT cepama ompenensieTcss TOTalbHBIM aHOMaJIbHBIN

JPEHaXK JIETOYHBIX BeH, HHPpakapauaabHas ¢opMma (puc. 4).

Puc. 4. MPT cepoya: momanbHwili GHOMALHBIU OPEHANC N1e20UHbIX 8€H, UHDPaKapOuaibHas
dopma

Ha ocHoBanuu monydeHHBIX NaHHBIX BbICTaBiieH nuarHo3: OcHoBHoii: BIIC: TortanbHbIi
aHOMaJIbHBIN IPEHAX JIETOYHBIX BeH, UH(ppakapauanbHas popma. Bropuunsiii JIMIII. Beipaxennas
Juilatanus IpaBelX OTAEIOB cepAua. Beicokas serouHas runepreH3usa. COIyTCTBYIOLIHN:
IlepebpanbHas Bo30ynuMocTh. PeOeHOK mosyyasl JiedeHHe B COOTBETCTBUHM C KIMHUYECKMMHU
pexomennauusamu no TAJIJIB — yBnaxHEHHBIH KHCIOpOA co ckopocTh 4 n/MuH. HampasiieH B
@enepanbHbI LEHTP CEPACUYHO-COCYAUCTON XUPYpruu I. [IeH3bl Il XUPpyprudecKord KOPPEKINH
nopoka. IlocieonepanMoHHBI  NEPUON  MPOTEKAN  TSKEIO, C€  KIMHUKOM  CEpACYHOU
HE/I0CTaTOYHOCTH. DKCTyOuMpoBaH Ha 3-u cyTkH. IlocTenmeHHO OTMEHeHa KapJUOTOHHWYECKas W
Ba30IIPECCOPHAS MMOAJIEPKKA.

3aki0ueHue

[IpenatansHo nanHbi KpuTHyeckuii BIIC He ObUT AMAarHOCTUPOBAH Ha BCeX 3 CKPUHUHTAX,

tak kak DOxoKI' minojga mpoBOAMIOCH TONBKO B PEKMME UETBIPEXKAMEPHOTO cpesa cepiia 0e3



Busyanuzanuu jerouynbix BeH u IIJIK. Ilocnme pokneHus OTCyTCTBOBajla KJIMHHMKA CEpIECYHOMN
HEJ0CTaTOYHOCTH, B TOM uncie U o IXoKI'. 3anogo3puTe 3TOT NOPOK TOJIBKO 1O pe3ynbraraM Y31
OpraHoB OpIOIIHOM MOJIOCTU (pacIlupeHHe BOPOTHOI BEHBI) HE MPEICTABISIIOCH BO3MOXKHBIM.
Kimnnka, n3menenust Ha OxoKI™ maruductupoBaiu B Bo3pacte 1 mecsa. M3 3Toro ciaeayer BIBO
0 TOM, 4TO IpHu npoBeaeHnu Y 31 -ckpuHHUHTa 110712 HEOOXOJMMO MOJTHOCTHIO OIICHUBATH COCTOSTHHE
CEpACYHO-COCYIUCTOM CHUCTEMBI, HCIIOJIb3Ys pas3Hble pexumbl padboTel Y3M-anmapara. Ilpu
pacIIMpEeHUH BOPOTHOW BEHBI Y HOBOPOXKJIEHHOTO MO AaHHBIM Y3 opraHoB OpIOIIHOW MOJIOCTH
HY)KHO HCKIIO4aTh M Takod cinoxubii BIIC, kak wuHpakapauanpHas ¢dopma TOTAIBHOTO

AHOMAJILHOTO JIPEHAKa JIETOYHBIX apTEpHil.
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