N
N

HavuonanvHuLii
MEOUUUHCKUTL
uccnedosamernvckuti
yeHmp demckotl
2eMamonozu,
OHKO7I02UU

U UMMYHOTI02UU

um. JImumpus Pozauesa

Hayuno-
o6pasosamenvHoili
OUOMEOUUUHCKUTE
Knacmep
«TpancnayuonHas
MeOuUUHAY,
Poccutickuii
YyHueepcumem
Opy#6bi HAP0OO08

14

Lin Ang Bpauei

AHoMannga Do1Telida

B.M. lensarus, f.M.H., npod., H.M. JlokToposa, V1.E. benokpnanikas, K.M.H.

Appec mna nepenmcku: Bacunnit Muxaitnosnd Jlensarus, delyagin-doktor@yandex.ru

Tt uuruposanust: Jemsirun B.M., lokroposa H.M., Benokpuunukas VI.E. Anomamus S61ureitna. dddexruBHas papmakoreparmms. 2022;

18 (16): 14-19.
DOI 10.33978/2307-3586-2022-18-16-14-19

Anomanus d6umerina — peOKutl 8poHOeHHbIL NOPOK, XAPAKMEPUIYIOULULCT ANUKATOHVIM
cMeujeHUeM NPpasozo ampuoBeHMpPUKYISPHO20 KONbUA ¢ AHOMATUET] Pa3BUMUS
MPUKYCNUOAIbHOZ0 KIANAHA U HACMbIM HATU4UeM 0py2ux nopokos cepoua. ITo Hawum danHoim,
aMOM NOPOK OUAZHOCIMUPOBAH 8 08YX CLyHasx 6oree uem Ha 6000 ceKyUOHHBIX UCCIE008AHUTE —
y 83pocnozo u peberka. I1o 0anHbim, NPedcmasnieHHbIM CHeYUATUCAMU KAOUHemos
2X0KAPOUOPAPUYU HeCNeUUATUSUPOBAHHBIX MHO2ONPOPUNLHBIX 0eMCKUX CIMAUUOHAPOB

U 0emcKoil NONUKIUHUKU, NOPOK viaensgemcs ¢ uacmomoii 1:24 000-1:32 000 uccnedosaruii.

B xauecmee 603MOMCHOIX NPUHUH PA3BUMUS NOPOKA HA3bIBAIOM 2eHemuUecKue U cpedosvle
pakmoput (supycHole uHpexyuu, npumereHue 6eH300UA3ENUHO8, NPeNaPamos TUMUs).
Knunuuecku 3a6onesarue nposensiemcs uuaHo3om, 00bluiKoti, cepOeuHoti HedoCmamouHoCmoio,
HapyweHuem pumma cepoua. Mopgdonozuuecku ommeuarmcs AHOMATUU MPUKYCNUOATILHOZO0
KIANaHa, COCOYKOBbIX MblUAY, U XOPOANbHO20 ANNApama, eunepmpopus Muokapoa npasozo
JHenmy0ouKa, UCOHYeHUe CIEHOK NPAaso2o npedcepous u ampuanu3o8aHHol Yacmu npasoeo
sHcenyoouxa. Pewwarougum 055 OuazHosa s6n5emcs yivmpaseyKkosoe uccnedosanue, no 0aHHbIM
KOMOpo2o 00HAPYHUBAIOM CMeUeHIEe NPABO20 AMPUOBEHMPUKYNAPHO20 Konbia. CreneHv
CMeweHUsT onpedensiern msxecmov nopoxka. AMNAUMYOa 08UNEHUS MPUKYCNUIATLHOZO0 KNIANAHA
yeenuuena. 3aKpoimue 31ozo KAANAHA 6 OMAUYUE 01 MUMPATLHOZ0 NPOUCXOOUM NO30Hee.
Pasnuya 40 mc mescdy moukamu 3aKpoimus mpukycnuoaivHozo U MUmMpanvHozo KianaHos —
JuazHoCmuYecku 8axcHolil NpusHax anomanuu dowmeiina. Taxmuka epaua onpedensemcs

KJIUHUYECKOT KAPMUHOTL.

Knioueevie cnosa: mpexcmeopuamulii K1anaH, 8poioeHHblil NOPoK, demu, 63pocvie

Onpepenenne

Anomanus d6ureitna (Q 22.5) — pefKuit BpOX/I€HHBDII
IMOPOK, 3aK/NTIOYAKIMIICA B alMKaJIbHOM CMEIEeHUN
IIPaBOTrO aTPMOBEHTPUKY/APHOTO KOMbLIa C aHOMauel
PasBUTHUA TPUKYCIMAAIbHOTO KIallaHa ¥ HEPEJKO COo-
CYlleCTBOBaHMeM APYTux mopokos ceppua [1]. ITopok
BIlepBble ObIT ommcaH Bumbrenpmom D6uTeIHOM
B 1866 I. y 19-71€THETO IOHOIIN C OfIBIIIKO, TaXMKaPHAy-
ell, IMaHO30M, PACIIMpeHNeM APEMHBIX BEH U TPAHMI]
cepana.

AHoManus J61TeliHa YacTO COUYeTaeTcs ¢ gedeKToM
MeXIIpencepnHol neperopopku (90% Bcex ciaydaes),
CTEHO30M WM aTpesuelt IeroyHoit aprepuu (20-25%),
cunppomoM Bonbdda — IMapkuncona - Yaitra (20%).
IIpu neBo-TpaHCHO3UIIMM MArMCTPATbHBIX COCYHOB
(L-TGA) TpuxycnyjanbHblil KTallaH PacIIONOXKeH CIeBa,
YTO TOBOPUT O 3OIITEHOUTHON aHOMaMuu [2].

PacnpocTpaHeHHOCTD

W BO3MOXHbI€ NPNYUHHDbIE (|)aKTOpr

AHoManua D6uTellHa PEeTUCTPUPYETCA C YaCTOTOI
1:200 000 >xuBOpOXIEHHBIX, cocTaBnag 0,3-0,6% Bcex
CIy4aeB BPOXX€HHBIX IOPOKOB ceppua. Mbl Habmogamm
IIeCTh MAIEHTOB ¢ aHOMaIMel DomreliHa. [1o HammM
IaHHBIM, 32 42 rofa paboThl [IATOIOTOAHATOMUIECKOTO
OT/ieNleHNsA 06/1acTHOI 6OBPHMIIBI 3TOT MOPOK JUATHO-
CTUPOBAH B ABYX cay4asx (6omee yem Ha 6000 cekiu-
OHHBIX MCCIIEOBAHMIT) — ¥ B3POCTIOro u pebeHka. 3a
nepuoy, 1979-2019 rr. B kabMHeTaxX yIbTPa3sBYKOBOII
AMAarHOCTUKYM MHOTOIPOMUIBHBIX JeTCKUX O6OTBHUIL
aHoMasnus OOIITelHa BbIABIEHA HAMY B JIBYX CIy4Yasx
Ha 6oree yem 32 000 sxokapzuorpaduii. B roponckoir
IeTCKO MONMK/IVMHIKe 3apVKCUPOBAHO ellie 1Ba CTydasd
Ha 24 000 sxoxappyorpaduil. Y HallyX HalMeHTOB aHO-
Masys D61TelHa coueTanach ¢ feeKToM MeXIIpefcepr-
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HOI1 nteperopopnxu (4/6) u cuagpomoM Bonbdda - Ilap-
KuHCOHa — Yaiira (1/6). Bo Bcex Halmx HaOMIOMEHMAX
MIMeJIM MeCTO CIIOpafinyecKie BapuaHTel. B mureparype
OIMCAHbI CeMeliHble BapMaHTHI, XOTA NOJYePKIBAETCA
CIIOPaAMYHOCTD MTOfAB/ISIONEr0 GOMBIIMHCTBA CTy4YaeB.
Beicokas gyactora anomanuu JomrreitHa (6:100) 3apern-
CTpUpOBaHa y fieTell, pOXIEHHbIX MaTepsIMU C TeM Ke
nopokoM. Eciu HocuTeneM aHOManuy ABJAETCA OTel,
BEPOSITHOCTb POXK/EHNSI pebeHKa ¢ aHoMaert Jo1ureit-
Ha CHIDKaeTcs B JeciaTh pas (6:1000). Tem He MeHee oHa
3HAYMTE/IBHO BBIIE, YeM B OOIIel MOMYIIALVIN.
Crenndnyeckoro reHa, OTBETCTBEHHOTO 3a pas3BUTHUE
aHoManyy JOIITeliHa, He BbIABIEHO. [eHaMu-KaH -
tamu AsnArTca MYH7 u NKX2-5. Y nocurenei mopoka
HepenKo BhIABIAeTcA MucceHc-myTauns FLNA (duna-
MUH A, aKTUH-CBS3bIBAOIUII IPOTenH) Ha Xq28 [3-6].
Y pOACTBEHHUKOB PefIKO 0OHAPYXMBAIOTCA MyTaLlUU
KappauanbHoro ¢akropa tpanckpumnuuyu NKX2-5, me-
neuyu 10p13-pl4 u 1p34.3-p36.11 [7]. B xauectBe BO3-
MOJXXHBIX BHEIIHUX (PaKTOPOB Ha3bIBAIOT BUPYCHBIE
uHbeK MU, NpUMeHeHe 6epeMeHHbIMU OeH3ofuase-
NVHOB U npemnapaTos nutuA [8]. Tlocnennuit cauraror
OTBETCTBEHHBIM MeHee 4eM 3a 2% cIyyaeB aHOMAJINN
Sb6urreitna [9].

ﬂaromop(l)onorml W HapyLweHusa remoaguHaMNKN

B 3mopoBoM cepplie mpaBoe U JIeBOe aTPMOBEHTPU-

KY/ISpHBbIe KO/IblLla PacIONOXXeHbl Ha OFHOM YPOBHe.

TpexcTBOpPYATHIN KIAlaH COCTOUT U3 TPeX JIEIECTKOB

(mepenHsis, 3a[Hss U CeNTaNbHAsl CTBOPKY). AHOMAus

O6mTeitHa — HapylleHMe PasBUTHsI TPEXCTBOPYATOrO

KJIallaHa U [IPaBOro XKenygouka [10]:

1) B mepuop 3MOPMOHAIPHOTO PasBUTHUS HAPYLIAETCS
OTC/IaMBaHMe 3a4aTKa CTBOPKY K/IallaHa OT MUOKap-
ma. Bonpirent cBoell 4acThI0 OHA OCTAETCS CIIASTHHOM
C MUOKApTIOM;

2) mpaBOe aTPUOBEHTPUKYISIPHOE KOMBIO CMeIaeTCs
B CTOPOHY BEPXVIUKU Ceppla (cemTanbHas CTBOP-
Ka > 3aJHell > IepefHeit);

3) 9acTb IPABOTO >KETYA0YKa, OKa3aBIIASICS HAJ| Kia-
IIAaHHBIM KOJIBL[OM, pacIIUpsAeTCs, IPUHUMAET Ha cebs
dyukuno npencepaus (aTpuannusyetcs), CTEHKU
aTpMaNM30BaHHON YaCTU MCTOHYAIOTCS;

4) pacupsieTcsi IpaBoe ATPUOBEHTPUKY/LIPHOE KOMBIIO.

Touka MaKCUMa/IbHOTO CMENIEHV HaXOUTCS Ha KOMIC-

Cype MeX[y 3afHell U cenTanbHol cTBopkamu. Ilepen-

Hss CTBOPKA yBe/IM4YeHa B pasMepax, MOXKeT OBITh Iep-

¢dopuposaHa, fepopmuposana. HecbamaHcupoBaHHas

medopmanys NPUBOAKUT K BPALIATEbBHOMY CMEIEHII0

TPUKYCIMAAIBHOTO K/IallaHa B BBIHOCHOI TPAKT IIPaBOro

JKeTyR04Ka, BbI3bIBASA 0OCTPYKIMI0. XOpAanbHbIe HUTHU

HepenHeil CTBOPKM YKOPOUYEeHbI, pa3BUTHI 110xo0. [Ipa-

BBIII XeTyAO4YeK pasfe/ieH Ha /{Be YacTI — BOBJIEYEHHYIO

B IOPOK (ATpMajM30BaHHYI0) YaCTh IIPABOTO XKEMyH0d-

Ka ¥ COOCTBEHHO IIPaBBII JKeNMyHOUYeK B Bufe TpabeKy-

JISIPHOJ 30HBL M BBIHOCHOTO KaHasna. ATpyanyu30BaHHas

YaCTb XKeMyHo4uKa (BXOZHOI KaHaJI) paciiypeHa, MOXeT

COCTABJIATD OT TPeTH (Yallle) O MOMOBUHBI (B TSXKETbIX

cnydasx) obbeMa JKelmymoduka. Pacimmpsercs He TONbKO

aTpUanM30BaHHAs YaCTh, HO M QYHKLMOHAIbHAS YaCTh

leauarpus

Jlekuim ana spa

IIpaBoro >xenyfouka. OHa MOXKET CIABIVMBATD JIEBBIN JKe-
NyfoYeK BIUIOTH JIO SIM30[0B 0OCTPYKIMM BHIHOCHOTO
TpaKTa JIeBOro >Xenynouka [11, 12] (puc. 1).

ITo pesynbTaTaM aHATOMO-TUCTONOTMYECKOTO MCCTIe-
[OBaHUsI, Y TPEXMECSIYHOTO pebeHKa BBIABIIEHO Pe3Koe
yBem4yeHne pasMepa u mMacchl (50 r) cepaua. IIpasoe
¢ubpo3HOE aTPUOBEHTPUKY/IIPHOE KONBLO CMEIEHO
BHM3 I B CaTUTTAJIbHOI IIOCKOCTH, €T0 NpaBas CTOPOHA
pacrioyio)KeHa y BepXYIIKMY, a 3aJH:AA U epefiHsAA CTOpo-
HBI — BepTuKanbHO. [IpaBoe mpencepame BBHIIAANT Kak
60sblIasg TOHKOCTEHHAA MonocTh (5,5 X 4,5 cM) ¢ TO-
myHo ctenkn 0,1 cm. Ha 3afHelt cTeHKe ITpaBoro Xemny-
TOYKa HaXOIUTCS HEPOBHBIN 3HJOKApAMATbHBIN BaIUK,
PAacIIONIO)KEHHbIN BEPTUKAIBHO MEXY MCTUHHO IIpes-
CEpIHO->KENTyLOYKOBOV I'PAaHMIIEN M BEPXYIIKON Cepalia.
B TakoM >xe HampaBlIeHMM K IlepefHell CTeHKe NMPaBoro
JKeNyLo4YKa IPUKpeIAeTcsa efUHCTBEHHbII IepeqHuit
napyc. OHAOKapAXaIbHbIN BalUK U MepefHNNl mapyc
IeNAT TPaBblil XXemyJo4eK Ha [Be YacTu — IPaBYIo, He-
NIOCPeACTBEHHOE NPOJO/IKEHNE NIPABOro Mpefcepaus,
¢ TonmyHoM creHku 0,1 ¢cM U y3KYIO JIEBYIO — BBIHOC-
HOII TPAKT >KelyJo4yKa. BHyTpeHHAA NOBepXHOCTD Ipa-
BOTO MpefcepAns U aTpUaTN30BaHHOI YacTy MPaBOTo

— . 4

Puc. 1. Cxema anomanuu I6wmetina (00Ha Uy HeCKONbKO
CMBOPOK MPUKYCHUOATIDHOZO0 KTIANAHA CMEUseHbL

8 cmopoHy npaeozo xuenyoouxa (RV). Yacmo nonocmu
npaeozo xenyoouKa 0KA3vl6Aemcs 6KII0UEHHOT 6 NOTOCHb
npasozo npedcepoust (RA). Cmenxa ampuanu3zoeantoii
uacmu npaeozo xenyoouxa (aRV) ucmonuena. Ilpasoe
npedcepoue pacuiupero 3a c1em He603MOHHOCIU
YMEHbUIEHHO20 NPABO20 HeTYOOUKA NPUHAMb 00CAMO4HbIL
06vem Kposu (PyHKUUOHANLHDLIL CEHO3 NPABO20
aAmpUoSeHMPUKYNAPHO20 KTANAHA UTU Pe2yPeumauust).
Bosmosncen npaeo-neevtii uLynm uepes omxpoimoe
08a7IbHOE OKHO UL 8MOPUUHDBLLL Depem MexcnpedcepOHOil
nepezopooxu. MesxcnpedcepoHas nepezopooxa mosxicem
npozubamocs 6 neéoe npeocepoue (LA). LV - nesuwuii
Hcenydouex)
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JKeTyo4Ka ITlafKas, TUIIeHa TPabeKy/ApHbIX MBIIIII.
B o6macTu BepXymKM MpaBOTo XKeTyAouKa PacIoIoxKe-
HBI JIBe KOPOTKME TOHKME COCOYKOBbIe MbIIIIBL OT UX
BepXYIIeK OTXOfAT TOHKME XOPHaIbHbIE HUTY, KOTOPbIE
KPeILITCs K JIEBOJ CTOPOHE IepefHero mapyca u obpa-
30BBIBAIOT HA HEM 6CCHOP}IHO‘IHI)IG crterennss. OBasb-
HO€ OKHO OTKPBITO. MI/IKpOCKOHI/I‘{eCKI/I — B MMOKappae
IPaBOTO >KeMTy/[04Ka BHIPAXKEHHBII OTEK ME)XMBIIIEYHBIX
[IPOCTPAHCTB, eAMHIYHbIE MHPUIBTPATH U3 TUCTUOLM-
t0B. Cy63HIOKapAMaIbHO 0OHAPYKMBAIOTCS MUKPOHe-
KpO3BIL.

Y My>X4uHbI 62 JIeT, 3aHATOTO PU3NIECKUM TPYHOM (Ka-
MEHIIVK), JOCTAaB/ICHHOTO B CTAallMOHAap ¢ MaHU(ecT-
HBIMI IIPM3HAKaMU CEPAIEYHON HEJOCTATOYHOCTH, NIPU
ayTorcuu oOHapyXXeHa XUAKOCTb B CEPO3HBIX I10JIO-
cTAX. Macca (470 1) u pasMepbl cepAlia yBelTNYeHBI 3a
cyeT IpaBbIX OTfeNoB. [IpaBoe p1bpo3HOE KOMBIIO CMe-
I[EHO K BepxXylIKe xenyfouka. K Kombly mpukperns-
I0TCA TPU Tapyca TPUKYCIUAAIBHOTO KiIamnaHa. [IpaBoe
Ipefcepaue yBeIndeHo, TOHKOCTeHHoe. IIpaBbiii xemny-
[OY€K YMeHbIIIEH, OT (UOPO3HOTO KOJIbLA /O BEPXYII-
KN — 3,2 M, IIVMpUHA XeTyAo4uKa 0% GuOpO3HBIM KOJIb-
oM - 3,6 cM. CTeHKI ITPaBOro XeNMyLo4uKa yTOMIEeHBI 10
1,5 Ha ypoBHe (prOPO3HOTo KO/IbIa 1 3,5 CM — B 06/macTn
BepXYIIKHU. B BepXyIlke >kelygouKa MMEIOTCS iBe KOPOT-
KHNE TOJICTbIE COCOYKOBBIE MbIIIIbI (nepeuH;m n 3a]IHHH).
OT mepenHeit MBIIIIIBI XOPAaNbHbIe HUTU TAHYTCA K Ile-
pefHeMy Iapycy TPUKYCIMAANBHOTO K/IAllaHa, OT 3aj-
Hell — K 3aJjHEMY M MefyanbHOMY. XOp/ia/JbHble HUTU
TOHKIe, KOPOTKIe. DHIOKAPA yTO/IIIeH, OeIeCOBaThIIL.
OubposHbIe TSHKM OT IHAOKAPAA IPOHMUKAIOT HA BCIO
TOJILIVMHY MUOKapfa IPaBoro >Kelnyfo4ka. Beipaxkena ru-
nepTpodus MeXKETYLOUKOBOI MIePETOPOLKY 1 CTEHKU

Puc. 2. Maxponpenapam cepoua npu anomanuu 6uimetina
(1 - yposenv 16020 AMpPUOBEHMPUKYNAPHO20 KONbYA.
Cmpenkoii NOKA3aHO ANUKATIbHOE CMeLeHle NPABO20
ampuoseHmpuKynApHozo konvya. RV — ymenvwennouii
npaswlii senyoouex. Buonvt depopmuposannvie cocouxosvte
MBIULDL, OM KOMOPBIX CHYMAHHbLE X0POAIbHble HUMU
0MX00AM K CMeopKam mpuxkycnuoanvHozo K1anana)

JIEBOTO >KeNyfoYKa. [MCcToNmorn4ecky — sHEOKapy mpa-

BOTO JKeTyJ04Ka pe3KO YTOJIIeH 3a CUeT pa3pacTaHus

KOJITaT€HOBBIX BOJIOKOH. MblIlIeuHbIe BOMIOKHA IPaBOTO

XeNTyoYKa TUIepTpodMUpOoBaHbl. Mex /[y HUMU IINPO-

Kle TIPOCTIONKY 3peoil CoefuHUTeNbHOI TKaun. Ko-

JIaTeHOBbIE BOJIOKHA PACIIONOXKEHBI NTapa/lIe/IbHO, CPefy

HUX HEMHOTOYVC/IEHHbIe KIeTKM Tuia pubpobmacTos.

[lInpokue TXKM OT SHAOKApAa IMTy6OKO IPOHMKAIOT

B MIOKapf, 06pasys 1ojst cKaeposa. B owarax ckiepo-

3a — aTpoQupOBaHHbIE MbILIEYHbIE IYIKH (PUC. 2).

TemopMHaMuKa OIpefieNAeTCs BBIPaXEHHOCTBIO aHO-

Manuyu. MuHUMaabHOE CMellleHNe IIPaBoOro aTPUOBEH-

TPUKYIAPHOTO KOMbI[A IIPY YMEPEHHO! perypruTaunu

MOXET [INTeNbHOE BPeMsI OCTaBaTbCs 6e3 KIMHUIeCKN

3HAYMMBIX HocencTBuil. CylecCTBeHHOe CMelleHue

K/IaIIaHHOTO KOJIbLIA C BHIPQ)KEHHOI HEJOCTaTOYHOCTBIO

TPUKYCINMAAIBHOTO K/IallaHa, 3HAYMTEIbHBIM pacIIype-

HIeM IOJIOCTH NPaBOTO MpefcepAns U COOTBETCTBEHHO

YMeHbIIIeHMeM HOJIOCTH IIPABOTO XeMyfo4Ka IPUBOIUT

K JeKOMIIEHCAIIVIM, IHOT A yxKe y Itofia. Pasmeps! pyHK-

I[IOHA/IBHO aKTVBHOTO IIPAaBOTO >KeTyHOUKa (3a UCKIIIO-

YeHUeM ero aTpMaaM30BaHHOI YacTM) MOTYT OBITH

HACTO/IbKO MaJIbl, YTO He CIIOCOOHBI 06eCIIeYnTh HOCTa-

TOYHOE CUCTO/NNYecKoe faBjeHue. Kpome toro, mmeer

MEeCTO He[JlOCTaTOYHOCTb TPEXCTBOPYATOro K1anaHa. Iu-

aHO3 00YCIIOB/IEH TpeMs IIPUYMHAMU:

1) nehexTOM MeEXIpeCcepHHOI ePeropoaKM MU OT-
KPBITHIM OBaJIbHBIM OKHOM;

2) CHIDKeHIeM KPOBOTOKA depes3 JIeTKue Ipy (PyHKIO-
Ha/IbHOM MV aHATOMMYECKOM CTeHO3e KJ/IaIlaHa Jie-
TOYHOII apTepUM;

3) BBICOKMM COIIPOTUBJIEHNEM COCYHOB JIETKOTO y HOBO-
PO>KIEHHBIX.

CocTosHIe HECKOIBKO CMATYaeT OTKPBITHIN apTepuaib-

HBIJ IIPOTOK, 110 KPaliHel Mepe [0 CHVDKEHMS CONIPOTUB-

JIEHMs1 JIETOYHBIX COCYHOB IIpY HepeCTPONIKe IJIOHOTO

THUIIA KpOBOOOpalleHNs. B anbHeiieM BO3MOXKHO pas-

BUTHE CEPEYHOI HEe[OCTATOYHOCTI He TOJIBKO M3-3a

MaJjIoro pasmMepa IIPaBoro XeMyo4Ka ¢ KpaliHe HU3KUM

KOMIITA€HCOM ¥ perypruranmeil 4yepes mpaBoe aTpyo-

BEHTPUKY/LIPHOE OTBEPCTIE, HO TAKXKe U3-3a JUCPYHK-

LM M AUCXPOHMM JIEBOTO XKeMYy[04Ka, YaCTO BO3HMKA-

Iollell CYNPaBEeHTPUKYIAPHON Taxukapguu — 25-50%

BCeX MALMEHTOB. Y MHOIMX U3 HUX 0OHAPy>XMBaeTCs

cunapom Bonbdda - [apknucona — Yaiira [13, 14].

Knunnueckas KapThHa

KnmnHanyeckast KapTiHa IIOTHOCTBIO OIIpefieNsieTCA CTelle-
HbIO CMeIlleHNs IPaBOr0 aTPUOBEHTPUKYIAPHOTO KOJb-
11a ¥ Ha/IM4MeM COTyTCTBYIOIMX IOPOKOB. YeM MeHbIIIe
CMellleHe, TeM [To3Ke MaHudecTupyeT KapanaabHas
cuMmnroMaruka. Hocutenu mopoka MOTyT JOXUTH IO
3peoro Bo3pacTa 6e3 XMPYPruIecKoro BMeUIaTeIbCT-
Ba [15], 4T0o 3aduUKCHpPOBAHO ¥ B HallleM HaOIIOJEHNN.
Y Bcex malMeHTOB, HaXOAUBILIMXCA IIOJ, HALIMM HaO/II0-
IeHMeM, OTMeYajlCh TaXMKapAusA, pacliypeHye rpaHuI
cepplia, OfbIIIKA, 3aCTOIHbIE IBJIEHNA B IETKMX U YBEJIN-
4YeHUe PasMepoB IedeHN. AyCKyIbTaTVBHO OIpefeisI-
cs IpyOBI CHCTONMMYECKUIT IIYM B OCHOBAHMMU CepALia
U COCYA0B. PeHTreHonmornyecky puKcupoBamyu Kapiuo-
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MeTajINIo, IETOYHYI0 ONUTEMUIO, PaCIIMpeHNe TPaBOro
Ipefcepansa U IpaBoro CUIyaTa Cepalia.
Knuanveckas xapTiuHa aHOManuy DOILITeIHa 3aBUCUT
He TOJIbKO OT CTeIIEH! CMeIIeHNs K/IallaHa, HO ¥ OT BO3-
pacra manudecranuu [16, 17]:
= IUVIOJ: TUIIMYHYIO 9XOrpadIecKyIo KapTUHY yfiaeTcs 3a-
perncTpupoBarh y 86% nopakeHHbIX, apUTMIIO — Y 5%;
= HOBOPOXKHeHHBI (0-1 MecsLy): [IaHO3 PeruCcTpUpPYeT-
cs1y 74%, cepiedHast HeOCTaTOYHOCTD — y 10% (oTKas
OT efIbl, 3a/iepXKKa pasBUTHA), IIYM B cepue — y 9%;
= 2 MecAna - 2 rofia: [uaHo3 — 35% cmydaes, cepfiedHas
HEe[JOCTaTOYHOCTD — 43%, 1myMm B cepaue — 13%;
= 3 roga — 10 ymet: uuanos — 14%, ceppgedHas HefmoOCTa-
TOYHOCTD — 8%, apuT™Mus — 12%, mrym B ceppiie — 66%;
= 11-18 ner: yuanos — 13%, cepmeyHas HEZOCTATOY-
HOCTb — 13%, aputmus — 40%, mym B ceppue — 33%;
= B3pocisle (cTapie 18 eT): 1mano3 — 4%, cepriedHas He-
JOCTaTOYHOCTD — 26%, aputmus — 43%, IIyM B cepaue —
13%, 60716 B 061macTy cepatia — 20%, 06Mopok — 6%.
IIpn anomanuu D6IuTeliHA 3MEKTPOKAPAMOrpaMMa
(9KT') mokaspIBaeT OCTPYIO BHICOKYIO BOnHY P (mpusHak
pacupeHMs paBoro MpefcepAus), OTKIOHEHME 3/IeK-
TPUYECKOIT OCH Cepfilla BIIPaBo, 67I0Kafy MpaBoil HOXKI
nyuka Inca. ITpu Hamuunn cragpoma Bonbdda - ITap-
KMHCOHA — YaliTa — KOpoTKuii uHTepBan PR n Bonny
menbra. He uckmodeHa npefcepiHas apUTMuA.
Oxokapamorpads — pelramonas MeToINKa AUarHOCTH -
k1. Llenp ynbTpasByKoBOIO MCC/IEOBaHUA — ONMMUCATh
aHATOMMYECKVE XaPAKTEPUCTHUKY ITIOPOKaA, COIYTCTBYIO-
IIMX aHOMAJINI ¥ TeMOIHAMI4eCKe HapyIleHuA.
B M-pexxume TpUKyCHMJaNbHBIN K/IallaH JOLMPYeTCA
neBee 0ObIYHOTO. [lepenHssa CTBOpPKA KaXKeTCsl aHOMalIb-
HO 6OJIBIION. AMIINTYAA [BYDKEHIs KIallaHa yBelnde-
Ha. 3aKpBITIE 3TOTO K/IallaHa B OT/INYME OT MUTPaIbHOTO
IIPOMCXOAUT ITO3[jHee, 4YTO 0OYC/IOB/IEHO aTpuaiu3anmein
IIPAaBOTO XKEMTYROYKa U CHUKEHVEM ero HaCOCHOM (PyHK-
yuu. Pasauna 40 Mc MeXAy TOYKaMM 3aKpbITUA TpU-
KYyCNIMJaNbHOTO ¥ MUTPAZIbHOTO KJIAIAaHOB — JUAarHo-
CTUYECKM Ba)XKHBII NPU3HAK aHOManuu DOIITelTHa,
XOTA U He BCerfa peructpupyerca. Ilpu BosMoxxHOCTH
OITHOMOMEHTHOJ PerncTpanyy KiIaaHoB JIETOYHOM ap-
TEpUM U AOPTHI BUJHO, UTO KJIallaH JIETOYHOI apTepun
OTKPBIBAETCA U 3aKPbIBAETCA MO3KE, YEM AOPTaIbHBIIL,
YTO TaKXKe OTpakaeT CHIDKEHHYI0 HACOCHYIO (QYHKIIMIO
paBoro xxenypouka. Hanbomnee napopmarusHa 2D-axo-
Kapauorpadusa, CYNTAONIAAC 3070THIM CTaHJAPTOM
IMAaTHOCTMKM 3TOTO IOpoKa. [eMopgumHaMuyeckue xa-
PAKTEPUCTUKM MOXKHO IIONYYMTD IO pe3ybTaTaM CIIeK-
TPaJIbHOI M IIBETHOI gonmuieporpadum. ONTUMaIbHbI
TPaHCTOpPAaKaTbHOE YeThIpeXKaMepHOe CKaHMPOBaHINE,
CKaHMPOBaHIe M0 ITapacTepPHATbHBIM U CyOKOCTaTIbHbIM
IIMHHOI 1 KOPOTKOIt ocsiM. IIpu obcmegoBanmy miopga
IIaTONIOTUA TPUKYCIMJAbHOTO K/allaHa JIydlle BCETo
BBIABIAETCA NPU YETHIPEXKAMEPHOM CKaHMPOBAHUMN.
UpecnuieBogHas axorpadus onpaBiaHHa IIPK OIepa-
TUBHOM BMeIIaTeIbCTBE.
AmnuKasbHOE CMell[eHNe CEITaNbHOI CTBOPKY (IIpy Tsi-
JKeJIbIX BapMaHTaX aHOMAJIM) OTHOCUTE/IbHO MUTPA/Ib-
HOTO K/IallaHa XOPOILIO 3aMeTHO Ha 4eTbIPEXKaMePHOM
nzobpaxxenuu (puc. 3).

leauarpus
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Puc. 3. Yemvipexxkameproe usobpascerue cepoua

npu anomanuu S6wmeiina (npasoe npedcepoue (3)
yeenuueno. IIpasuviii semnyoouex (1) ymenvuuen. Cmewjerue
cenmanvHoti cmeopku (cmpenxa) mpuxkycnuoanvHozo
Knanana Ha 15 MM 0OMHOCUMeNbHO AMPUOSEHMPUKYTAPHOZO
Konbua. 2 - ne6ulil Hemyoouex)

YBenuueHne npaBoro NpefcepAnsa ONTMMANbHO OLleHUBAaTh
IIpU YeTbIpeXKaMepHOM CKaHMPOBAHUM, 110 NapacTepHab-
HOJI KOPOTKOI1 OCM M CYOKOCTa/IbHO. TpUKycIMuanbHbLl
K/IaIlaH JIyd4ile BCEro JOUMPYeTCA IO MapacTepHa/IbHON
JUIVIHHOJ ¥ KOPOTKOJI OCAIM, TIPY YeThIpeXKaMepPHOM U Cy6-
KOCTa/IbHOM cKaHupoBaHuu. [To nToram Takoro ckaHuposa-
HISL MOXKHO OIPeJeUTD CTelleHb TAXXeCTU aHOMAJINM, YTO
BAXXHO [/ OIIpefie/IeHNs CPOKOB OIEepaTHBHOTO BMeIIa-
Te/IbCTBA. []141 9TOTO NP YeThIpeXKaMepPHOM CKaHMPOBAHNN
B KOHIIE IVaCTOIbI OIIPEE/IAI0T YaCTHOE OT JIe/IeHVIsI CYMMBI
oy mpasoro mpencepnus (RA) 1 aTpuannsoBaHHOM
JacTy IpaBoro xenypodka (aRV) Ha cymmy Iumomrazeit
(YHKUMOHATIBHON YacTy IpaBoro xxenynodka (RV), mesoro
npencepaus (LA) u neBoro sxenygouka (LV): (RA + aRV)/
(RV + LA + LV). Ecnu nmony4ennas BenmunHa MeHee 0,5, T0-
BOPSAT O MEPBOIL CTeMeHy TshKeCTH (metanbHoCTh 0%). 3Ha-
4eHue yKasaHHOM BenmmuuHbl 0,5-0,99 cBuperenbcTByeT
0 BTOPOII cTereny (metanpbHOCTD 10 10%), 1-1,49 - o Tpe-
Thell cTenenn (neTanbHOCTh 44%), 6omee 1,5 — deTBepTOI
CTeIeHy (eTambHOCTD mpakTidecku 100%). TpeTns u yet-
BepTad CTeNeHN TAKECTY — TOKA3aTe/ BhICOKOI BEPOSATHO-
CTU JTeTa/IbHOro ucxopa [18-20]. B manpHemx nccienoBa-
HMSAX OBUIO TI0KA3aHO, YTO He MeHblIllee 3HaUeHe B Ka4ecTBe
MIPEANKTOPOB HEOIATOIPHATHBIX UCXOIOB MEIOT JUCTPECC
IUTOf}a, aTPe3Ms/CTeHO3 JIErOYHOI aprepui [21].

NMepnatpuueckue npobnembl BeAeHNA NALNEHTOB
C aHomanuei J6wTeitHa

U3 crennanuctoB ¢ peGeHKOM Yallje BCETO KOHTaKTHPY-
et nefyaTp. [I09TOMY IMEHHO OT HETO 3aBICUT, B KaKye
CPOKM, K KAKOMY CIELMa/IICTY, Ha KOHCY/IBTAL{MIO VIV
[UCHaHCepHOe HabofieHNe OyeT HalpaB/IeH peOeHOK.
IMepmaTp pemaer IpoOIEMBI MEXAUCHUIUINMHAPHOTO
Y MEXIIPO(ECCHOHAIBHOTO B3aVMOJECTBIISL.
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BeccuMnTOMHBIE MALMEHTH C aHOMa/Mein DOTelHa
C MUHNMMAJIbHOJ perypruranyeil B OTCyTCTBYE OPYTUX
IIOPOKOB Pa3BUTHA U HapyLIeHMs PUTMA Cepflia MOTYT
HabmomaTbcsa ambynaropHo. B oTcyTcTBUME KIMHMYe-
CKUX MTOKa3aHUit (CHIDKEHNE almeTUTa 1 PU3NIECKO
AKTUBHOCTY, IJIOCKAA BeCOBasl KpUBas WMIN IIEPeXOf
II0Ka3aTesiell MacChl Tejla ¥ pOCTa Ha HIUDKHIOIO IIeplieH-
TIJIb, OOBILIKA) OFVH pa3 B 3—6 MeCsLieB BBIIOTHIETCS
9KI, opmH pa3 B 1mecTb MecsleB — 3XOKapauorpadus
u goniuieporpaduis, opeeneHye caTypauny Kucaopo-
ma. KoHcynpTanys Kapamonora MpoBOAUTCS OAUH pa3
B LIIECTb MECALEB, peHTTeHOrpadus — [0 IIOKA3aHUAM.
B cny4ae mpucoenyHe s BUPYCHON /Wiy 6aKTepyuanb-
HOIT nH(}eKIMM HeOOXOAMMO OLIEHNUTh IOKa3aHWs K IPO-
Beptenmio JKT 1 yprpasBykoBOro 06cefoBaHms cepaLa.
ITpodunakTruka 6aKTepuaabHOTO 3HOKApAUTA OCY-
IIECTBIAETCS MOKU3HEHHO, BaKI[MHALMA — IO 00IIe-
My rpaduky. Ob6s3aTenpHa BaKIMHALUSA OT IHEBMO-
¥ MEHMHTOKOKKa.

Iluera — 6e3 ocobennocreit. [Ipu TsDKenbIX BapuaHTax
AHOMaJIMM ¥ IpPU3HAKAX CepJedyHO HeJOCTATOUYHOCTHU
Ha3Ha4yaloT BbICOKOKa/nopuiiHble cMecu. Pusmdeckas ax-
TUBHOCTB IIpY aHOMa/IMy JOIITEHA 3aBUCKT OT CTEIIeHN
CMeI|eHNs CTBOPOK KJIaIlaHa, COMYTCTBYIOMIMX TOPOKOB
VIV HapyIIeHuit puTMa ceppua. Ecm cmerienne cTBOpok
He3Ha4YNMTeIbHOe, HeT IMaPOKCU3MaIbHON CYIIPaBEeHTpU-
KY/ISIpHOJ TaXUKapauy, CTeleHb GU3MIecKoll Harpys3Ku
ompefessieT caM mauueHT [2]. Mbl cuntaeM 1enecoo6bpas-
HBIM PEKOMEH/IOBATh [IOATOTOBUTEIbHYIO IPYILITY 11O (13-
Kynbrype. IIpn Hamm4Iuy IpU3HAKOB HEZOCTATOYHOCTH
KpOBOOOpalljeHNs, [IMaHo3a CIefyeT UCKIIOUNTD 3aHA-
st GU3KyIbTYpOIl B LIKoje. bormee TOYHBIM KpuTepyuem
MCKITIOYEHNUsT WM paspelieHns GU3NIeCKUX Harpy30K
U UIX CTeIIeHN ABJIAIOTCA CTPeCC-TeCTHI. BHIMOMHATD UX
MO>XHO TOJIBKO B CHEI[VIaIM3M[POBAHHbIX YCTOBMAX.
ITosiBneHMe NMpKU3HAKOB AEKOMIIEHCALNY, LIMaHO3a Tpe-
OyeT HeMe[/IeHHOJ KOHCY/IbTallMM KapAMOJIOra U Kap-
puoxmupypra. Xupyprudyeckoe JjedyeHMe IAlMEHTOB
C aHOMaJIMell D6mTelfHa 3aBUCUT OT CTEIIEHU CMele-
HUA CTBOPOK, HapylleHUs (GYHKUMIT IPaBOrO Xemy-
mouka [22]. HoBopokJieHHbIe C TsAXKeIOoi aHOManueil
Ob1uTeitHa Hepes ONepaTMBHBIM BMEIIATE/TbCTBOM Jiist
CTaOMIN3ALINM COCTOSHUS JO/KHBI HAXOMUTHCA B OTHeE-
JIeHNU MHTeHCUBHOM Tepanuu. HoBOpOXX/IeHHBIM IIpu

HEOOCTATOYHOCTM JIETOYHOI'O KPOBOTOKA M/IN C AYKTYC-
3aBVICIMbBIM KPOBOTOKOM BBOIUTCS IIPOCTATTaHAVIH El.

3aKknioyeHue

Anomanus D61TelHa XapaKTepU3yeTCs alKaTbHbIM CMe-
IIeHMeM IIPaBOro aTPUOBEHTPUKY/LIPHOTO KOMbLA U3-3a
HapYIIEHHOTO OTCTIOCHMA 3a/fHeli U CeNTaNbHOI CTBOPOK
0T MMoOKappa. JacTo BOSHMKAIOT HEFOCTATOYHOCTD TPUKY-
CIIUJAIBHOTO K/IalaHa, pacIiipeHe IPaBoro Mpemcepays
U IIPaBO-JIeBBIT COpOC depes feheKT MeXIIpenCcepaHOI
nieperopopky. CpenHuit BO3pacT JUarHOCTUKY aHOMaInu
D6ureitHa — 24 roga. Oyl 13 HambosIee YaCThIX KAMHU-
YeCKIX CUMIITOMOB-Zie610TanToB (50%) — apyrmun [23].
Anomanus D61uTeliHa — pefKoe 3ab60meBaHe, Jalte CIo-
pagmdeckoe. B xasymcTideckux cry4asx oImuCBHIBAaIOT ce-
MetiHble popMbL. MucceHc-MyTanus saxmodaercs (G>A)
B 3aMeHe 9/eKTPUYEeCK) HeiTPaJbHOro (HeloasApHO-
ro) IJIMI{MHA Ha [IOTIOXKUTENbHO 3apsDKEHHBI apIUHIH.
Ho ¢enorunmyecknmit crektp aroit myTanun B FLNA
Ype3BbIYAIHO LIMPOK U CBs3aH IIPEXE BCETO C aHOMAIN-
SIMU CKeTleTa. YKa3aHHasl MyTalysi OTMeYeHa IIPY CUHAPO-
Mmax FG, pponTOMeTadn3anbHON [YUCIIa3KH, CUHAPOME
Menburika — Hypmisa, oTomamaTogurnTanbHOM CUHIPOME
Tunos I n II. MucceHc-MyTanyusa acCOUUUPYETCA TAKKe
C CUHAPOMAaMM C HEBPOIOTMYECKUMH ([IEPMBEHTPUKY-
JISIpHas HORY/ISIPHAs TeTEPOTOIVS) U KapAyanbHbiMu (X-
CBsI3aHHAs AVCIUIAsVs KIAIlaHOB) HapylueHusaMu [24-27].
Ho mns anomanuu O6TeiiHa yKa3aHHbIE HapyLIEHNs
He XapaKTepHbI, TO €CTh MOXKHO HPENIIONOXKIUTD, YTO MY-
tanysa B FLNA — He efMHCTBeHHAs U He I7IaBHAs IPUYMHA
CIIOpa/TIeCcKOl HECUHIPOMHOI aHOManmuy DO1ITeiiHa.
Knunnyeckas manndectalysa mopoka 3aBUCUT OT CTe-
[eHM CMeIleHNs TPUKYCINAAIbHOro Knanana. Ilanu-
€HTBI C IPU3HAKAMU CEPAEYHON HELOCTATOYHOCTH, LU~
aHO30M, pacUIMpeHreM TPAHNI] CEPALA TOKHBI ObITH
He3aMeJ/INTeNbHO HallPaB/IeHbl K KapAMOXUPYPLY.
PemaromuM 14 AmarLosa aHoManuy JOIITeliHA AB-
NsIeTCsl YIBTPa3BYKOBOE MCCIefoBaHue. B omucannn
MCCIIefOBaHUs TO/DKHBI OBITH OTPAa’KEHBl AHATOMISI
CTBOPOK TPUKYCIMIAAbHOTO K/IallaHa, CTEIIeHb peryp-
TUTalMN/CTeHO3a, pasMepbl IPAaBOTo Npencepays 1 Ipa-
BOTO XeMy[O4Ka, CBEIEHN O IIYHTUPOBAHMY, QYHKI[MN
MMOKapJia IPaBoTO U JIEBOTO >KENYOUYKOB, a TAKXKe BCeX
COITY TCTBYIOLUX HAPYLIEHNSX. 3
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Ebstein’s anomaly is a rare congenital malformation characterized by apical displacement of the right
atrioventricular ring with an anomaly of the development of the tricuspid valve and the frequent presence of other
heart defects. According to our data, this defect was diagnosed in 2 cases in more than 6 000 sectional studies:

in an adult and a child. According to the echocardiography rooms of non-specialized multidisciplinary children's
hospitals and children's polyclinics, the defect is detected with a frequency of 1:24.000-1:32.000 studies. Genetic
and environmental factors (viral infections, benzodiazepines, lithium) are indicated as probable causes. Clinical
signs are cyanosis, shortness of breath, heart failure, cardiac arrhythmias. Morphologically there are abnormalities
of the tricuspid valve, papillary muscles and chordal apparatus, right ventricular myocardial hypertrophy,
thinning of the walls of the right atrium and atrialized part of the right ventricle. Decisive for the diagnosis

is ultrasound. Displacement of the right atrioventricular ring is revealed. The degree of bias determines the severity
of the defect. The amplitude of the tricuspid valve movement is increased. Its valve closure occurs later than

the mitral. A 40 ms difference between the tricuspid and mitral valve closure points is a diagnostically important
sign of Ebstein’s anomaly. The tactics of a doctor are determined by the clinical picture.

Key words: tricuspid valve, congenital malformation, children, adults
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