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2011 30 8
2012 29 10
2013 15 5
2014 18 8
2015 17 2
Bcero 109 33
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CoueTtaHue BI1C n gpyron
naToryiormu cepaua

« HegoctatoyHocTb MK 1 TK
 CTeHo3/HepgocTtaTodHOCTb AK
 UIBC n ee ocnoxxHeHusd

* HapyweHusa putma cepgua v
NpoBOANMOCTHU (Pmnbpmnnnayms
npegcepann)

* AHEBpPU3Mbl BOCXogdLlen aopThl



KnuHuyeckmnmn npumep 1

* [MaumeHnTka b., 41 ropna Haxoaunacb B KXO
['1'KB ¢ 20.01. no 4.02.16

* B 3 200a ycmaHoerneH duazHo3 Bl'C, MIIT.
KoHcynbmupoearnack 8 Kapouosio2u4ecKom
ueHmpe 8 e. CaHkm-llemepbypa. Om
npeosrioXXeHHoU  ornepauyuu  omkasarsiuce.
Habnwoodanace y Kapouosiocza 8 LIMCY-58.
PeayrspHo rpoeooursiack IxoKT .
KoHcynbmupoeaHa Kapouoxupypaom,
rpeorioXXeHo orepamusHoe rieyeHue. B urorne
2015 2. obcrniedosaHa 6 KXO [IKb (KAT,

30HOUposaHuUe cepoual).



 KAI', 3oHgupoBaHue cepaua (9.07.15): lpaBbin
TUM KPOBOCHa0DXeHUs cepaua.

e JIKA, NKA — HE N3SMEHEHDI.
o AMITT—30 mm.

o OxoKI" (17.06.15): ®B JIXK - 79%, KOP — 39 MM,
KCP - 20 mm, KOO —-65 mn, YO -50 mn, JIlM - 31
MM, [1TT1 =32 mm, TDDK = 29 mm, MXXIT - 11 mm, J1A
— 20mm, [dkna -7,2 mmHg,Vkna — 1,35 m/c, OJ1A —
40 mmHg. AK: ®K AK - 30 MM, packpblTe CTBOPOK
AK - 20 mm, nukoBbin [lak — 7,3mmHg,Vak — 1,36
Mm/c, peryprmtaunn Het. MK: nukosbin Mk — 2,1
mmHg, VMK — 0,74 M/c, peryprutaumm Het. TK:
nukoBbIMI [TK - 1,9 mmHg, TPl cT. B cpegHen
Tpetn MM gedekt 2,5 cm co cbpocom cnesa
HanpaBo. 30H TUMOKNHE3UN HeT. [lepukapn He
N3MEHEH.



e 3aKNUYNTENbHbLIA KITMHUYECKUUN AMNarHo3s:
BI1C. BropuiHbin AMIT. TP | ct. HBIHM. J1IT
Il cT. DK CH | (NYHA).

* Onepaumsa 22.01.16.: Tlnactuka OMIIMT.
AHHynonnactuka TK no e Bera. Wl13.

* YI3: B YJIIN tpomboB HeT. PK AK 1,6 cm. Ao
Ha ypoBHe cuMHycoB BanbcanbBbl 2,5 cM. BOAO
2,7 cMm. AK: TpexctBop4yaTtbin. AP Het. MK:
Smo_ —4,2 cm?. MP HeT, cp. ] 0,62 MmHg, K
MK 3,1 cm. TP 0-1 cT. ®K TK 3,8 cm. AMIIT 2,5
cM B ueHTpanbHou 4vactu MIII. KpoBoToK
yepes3 AMI1I'1 cnesa Hanpaso.




Sinus

venosus Ostium
primum
Anomalous Coronary
pulmonary sinus

vein

Ostium
secundum



defect




KnuHunyecknm npumep 2

* [MaumeHnT B, 54 net Haxoauncsa B KXO NIMKb ¢
19.04. no 29.04.16.

* [llym 8 cepOue duacHocmupoeaH 8 1963 200y.
Habnwoodarnca 0o 1973 200a y 0emcKoao
KapouoJsioza. YxyoweHue cocmosiHus ¢ 2006
200a — rnosierieHuUe cumrimomos HK (o00biwka,
cHuxeHue T®H). B Odekabpe 2015 200a rnpu
KoHmMposibHou 3xoKIl ebiserieH rnepeu4yHbIU
LMIrIT. O6cnedosaH  (KAT, IxoKT).
KoHcynbmuposaH Kapouoxupypaom,
ycmaHo8s1eHb! NoKasaHus K orepamueHoMy

JIe4eHUH.



« KAI' (17.03.16.): lpaBbIn TUN KPOBOCHADXEHUS
cepaua. JIKA - cteon, NHA, OA - HEe U3MEHEH®DI.
NMKA — He nameHeHa.

o AxoKI (14.12.15.): ®B - 78%, ®C — 48%, YO — 83
v, KOO — 103 mn, KOP — 47 mMm, KCP - 24 mm. JT1
— 43 mm, [ =49 mm, TTK - 27 mm. JIA - 20 mm, V
- 0,9 M/C A 3,3 mmHg, OJTA — 48 mmHg. 3C — 10
MM, MXKIT - 9 mm. Ao — 34 mm. AK: peryprutauunm
HeT. PackpbiTne ctBopok AK — 20 mm. V, . — 1,25
m/c, T 6,4 mmHg. MK: Pacuiennenue 11C MK,
PeryprMTaum:l lcT. VvV, — 1,16 M/c, F,EI, . 5,3 mmHg.
TK: peryprutauus li CT B HauanbHou yYacti M
OedekT 19 MM, PErncTpupyeTcs IeBo-npasBbiv
cbpoc. 3OHbI HapyLUeHNS NTOKanbHOM
COKpaTUMOCTU He BbigBneHbl. [lepukapg He
N3MEHEH.



e 3aKNUYUTENbHbIU KITUHUYECKUU
nnarno3s: BlINC. HenonHas dopma ABK.
PacwenneHne NCMK. MP | cT. TP |l cT.
Jkctpacuctonusa. HBIMHM. J1I" 1l cT. ®K
CH | (NYHA).

* Onepaunsa (20.04.16.): PaaunkanbHas
koppekuna  ABK.  AHHynonnactuka
MUTpanbHOro KnanaHa. AHHyrnonnacTuka

TPpUKycnunaanbHOro KrnanaHa no Batista.
Urio.
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Ostium primum

“Mitral” valve

“Tricuspid” valve

Atrioventricular node

Coronary sinus

Optional annuloplasty



KnuHunyeckmnun npumep 3

e MauwnenT B., 18 net Haxogunca B KXO lNIMKb ¢ 20.01.
no 3.02.15.

« B urone 2014 eo0a npu medocmompe repeo
nocmyrinieHuem 8 BY3 6 2. CaHkm-llemepbypze bbir
griepssle 8bicriywaH wym e cepoue. [JoobcrieoosaH 8
OrbY « oML um B.A. Animazoga» M3P®, 20e bbir
gbiserieH  AMIrIT. B ceHmsabpe 2014 e,
a2ocriumarnusuposgasricid 8 AOKb ¢ uernbro peweHus
goripoca 0b 3HOo0B8aCKyIspPHOM 3aKpbimuu oeghekma.
BbinornHeHa CKT Kamep cepoya C
KOHmMpacmupoeaHueM, noomeepx0eHo Haru4due
LMIIIT co cbpocom crieea Haripaeo, ces3b JI[l ¢
gepxHeu rnosiou eeHou (HALJIB) u enadeHue riesou
1/71e4e20/108HOU B8€Hbl 8 BEHEYHbIU CUHYC cepoua.
KoHcynbmuposaH KapOuoxupypaoM, ycmaHOo8/1eHbI
froKalaHus K onepamusHoOMYV 1eyeHUuro.



e OxoKl(22.09.14.): B - 63%, ®C - 34%, KOP JIDK - 41
MM, KCP JIDK = 27 mm, KOO - 73 mn, YO - 46 mn, JII' -
30 mm, TN — 44 mm, TDXK — 29 mm, JIA: Ha ypoBHe
KnanaHa 29 mm, ctBon 30 MM, npaBasi BETBb 16 MM,
nesas BeTBb 16 mM; Vna — 1,04 m/c, J1A — 34 mmHg. 3C
— 9 mm, MKI1 - 10 mm, Ao — 25 mMM. PackpbiTe CTBOPOK
AK - 14 mm. INukosbin ' 3,7 MmmHg. Vak — 0,95 m/c, AK —
HopM., AP HeT. MK - Hopm.,, MP | cT. TP Il cT. 30H
HapyLWeHNs NoKarbHOWN COKPATUMOCTU HEe BbISBMNEHO.
[lepukapa He wu3meHeH. B BepxHen yactu MIIT
aHeBpmama 13x9 w™MM. B HwkHenm 4yactn MIIM
PErMCTPUPYETCA AOOMNOSIHUTENbHbLIM KPOBOTOK CrieBa-
HanpaBo LUMPUHOU 6 MM, CKOPOCTb noTtoka 1,04 m/c, I'1
4,3 mmHg. Obwaga anvnHa MM 39 MM, HUXKHAA YacTb 26
MM, BEPXHAA YacTb 0,1 MM.

e CKT-anrnokappguorpadus (02.12.14.): JleBas
nrneyeronoBHad BeHa BNadaeT B KOPOHAPHLIN CUHYC.
[TlpaBas BepxHAA JIB Bnagaet B Bl1B. Onpepgensetcs
cBaA3b JII1 ¢ BlNB (B obnactu BepxHen J1B). OTmeyaeTcs
IMITT oazmenpom 05 cM.



e 3aKNUYNTErNbHbIN KIMTMHNYEeCKNU
nanarHos: BI1C: BrtopuiHbin  OMIMT.
HactnyHbin AJIB. [dobaBovyHass neBas
BepxHAs nonad seHa. MP 1 cT. TP Il cT. JI' |
cT. OkcTpacutonua. PK CH 0-1 (NYHA).

* Onepauma  (22.01.15.): PapgukanbHas
KOppekunsa  4YacTUYHOro  aHOMaribHOro
ApeHaxa NerovHbIX BEH.









KnunHnyeckun npumep 4

* MaumenT I'l.,, 44 net Haxoaunca B KXO INIMKB ¢
11.09. no 26.09.16.

* YkaszaHuu Ha OPJ] e aHamHe3e Hem. OObIWKa,
cHUxXeHue TOH ¢ 2010 a. Y kapouorioea He
Habnodarncs. B 2013 a. rnpu rniaHo8oOM
obcriedosaHuu (OucriaHcepu3auusl) 8bisi8INEHbI
wymsbl 8 cepoue. Npu IxoKIl - JAK, AP Il cm. B
mMapme 2016 2. 8 MCY MB/] ebinoriHeHa
KoHmporsibHas 39xoK[l, esisernieHa AP Il cm.
KoHcynbmuposaH Kapouoxupypaom,
ycmaHo8s1eHbl oKa3aHus K orepamugHoMy
JIEYEHUIO.



» KAI' (1.08.16.): TlpaBblh TUN KPOBOCHaOXeHUs
cepgua. JIKA — CTBOJ'I [THA, OA - HE N3MEHEHHI.
NMKA — He nameHeHa.

e OxoKI (12.08.16.): PB - 58%, KIIP — 66 mm, KCP —
45 mm, KOO - 226 mn, YO - 130 mn, JII'T - 36 MmMm,
11 —34 mm, TDK =24 mm, JIA - 22 mm, Vkna — 0,78
m/c, I'dkna — 2,49 mmHg, IJ1IA — Hopwma, 1P | cT.
T3C — 9 mm, MKIT - 11 mm, BoAo — 38 mmMm. AK:
OBYyXCTBOpYaThbI, packpbiTue cTBOPOK AK - 24 MM,
nukoBbIn [ [lak — 4,45 mmHg, Vak — 1,06 m/c, AP I
cT., 11/2 414 mc, Sper - 34% ot BTJDK. MK:
OBUMXEHNE CTBOPOK pa3HoOHanpaBneHHOE,
OMNACTONNYECKOE PAaCXOXOEeHNE CTBOPOK - 28 MM,
nukoBbin OMK — 2,24 mmHg, VMK — 0,75 Mm/c,
peryprutaumm Het. TK: numkoBbin [Tk — O, 81
mmHg, VTK — 0,45 m/c, TP Il cT., Sper. — 2,07 cm?.
[ MnoknHes3unun Het. [lepukapg He NSMEHEH.



e 3aKNUYUTENbHbIU KITUHUYECKUU
anarHo3s: [lereHepaTtuBHbLIM aopTanbHbIV
nopok cepgua. OAK. AP Il cT. TP I cT.
[Tapokcmnambl HXXT. Okctpacuctonua. OK
CH Il (NYHA).

* Onepauwmsn (16.09.16.): Onepauunsa Pocca.
Yro.



BAV classification

Type 1 Type 2 Type 3

Kl
SO

10.1%




o UNa: JDK: KOP/KCP 6,3/4,6 cm, B 51%. AK:
nuk. ' 10 mm pT.cT., AP Il CT., vena contracta
7 mm, OIOP 0,4 cm2, PISA 2,8 CM2, CKOPOCTb
AP 3,15 m/c, ®K AK 3 cm, D Ha ypoBHe
cuHycoB Banbcanesbl 4,6 cMm, BoAo 3,0 cwm.
MK: Smo 4,0 cm2, cp. 'l 0,4 mmHg, PK MK 3,6
cM, MP HeT. TP I cT,, PK TK 3,7 cm, cp. 1 0,2
MM pT.cT. PK KJIA 2,9 cMm. Tpombos B YJII
HeT.



PasgeneHwue

MwTpanbHbIN S
nepegHen cteHkn MK

KnanaH

Monocka 13 nepukapaa
nnn TepnoHOBON TKaH

3aTArvBaHue
CoepviHeHMe NpoKCYManbHoM
rpadTa C KOnbLOM NIMHAN WBa




J1eroyHbln
annorpadt

J1erouHbii
aytorpadr

3aBeplleHHas onepauna

JlerouHbin
annorpadt

[NepBsasn
neperopofoyHas
BETBb

[he




KnuHun4yeckuun npumep 5

e [MTaumeHnT @., 74 net Haxoaunacb B KXO II'Kb ¢ 6.04. no

25.04.16.

YkaszaHuu Ha OPJ] 8 aHamHe3e Hem. C 2012 2. 0ObIWKa,
bonu e obrnacmu cepoua. Habnwodanace y kapouosioza
CeesepoosuHckol ['b Nel. B 2012 a. npu 3xoKI ebisisrieHa
aHomarsiusi pacriofioXeHusi cepoua, KOHCYyInbmuposaHa
Kapouoxupypaom, rnokasaHuu K ornepauuu He 8bIserieHo.
[lapokcusmbl @1 ¢ 2014 a.[locmosiHHas @opma DI,
npoapeccuposaHue cumrimomos X3CHc 2015 a -
cHuxeHue T®H, ycuneHue oObiwKU. B dekabpe 2015 a. 8
AOKb 8bINMOJSIHEHA MCKT-aHauokapouozpahus,

noomeepxxoeHa aHomarsius  pacriofioxeHusi  cepoua,
8bisigyieHa  aHespusma Jsie2coyHou apmepuu. [lpu
KoHmposneHou 3xoKlI - MP llicm., AP, TPIl cm.
YcmaHoerieHbl nokasaHus 071 oriepamugHo20 riedeHus. B
gesparne 2016 2. 0oobcriedosaHa 8 OKX [ITKE (KAT,
kaeazpacpus, [1Bl'). B mapme 2016 2. ne4dunacb 8
CesepoosuHckou I'b Ne1 ¢ TUA 8 JIKb. Hesporioaudeckuu
oeuyum pezpeccuposarl.



AHOManNnsa BHYTPUTPYyOHOrO
pacnonoXxeHunsa cepgua

lMpasocgopmuposaHHoe cpeGUHHO-PACIOJIOKEHHOe

CWHOHUMBbI: Me3oKapaus,
Me30BepCus

BI1C: tetpaga ®anrno,
OMOKT1, OABK,
kKoppurnposaHHasa TMC




0Z0nN.rfu



Knaccugukauua lloa3onkosa, 1974

r.
1) npaBocdopMUpPOBaHHOE MPaBOPACMNONOXEHHOE
cepaue (c HopmarnbHbIM pacnonoxeHnem ObIl1);

2) npaBocdopMnpoBaHHOE cpeanHHO-
pacnonoXeHHoe cepaue (C HopManbHbIM
pacnonoxeHunem ObIl1);

3) npaBoCPOpPMMNPOBAHHOE NEBOPACMNOSIOKEHHOE
cepaue (c obpaTHbIM pacnonoxennem ObI1);

4) neBocopMmMpoOBaHHOE NPaBOpPAaCnoNOXXEeHHOe
cepaue (c obpaTHbIM pacnonoxennem ObI1);

5) neBoCcOpMUPOBaAHHOE NIeBOpaCcnonoXeHHoe
cepaue (c obpaTHbIM pacnonoxennem ObI1);

6) HeonpeaeneHHoO-cPopMMpoBaHHOE (NEBO-,
npaBo- UN1 cpeanHHO-pacnonoXXeHHoe) cepaue C
aboMUHaNbHON reTepoTakcuen.



e 3aKnuUTenbHbIA KINMHUYeCcKUn auarHo3s: BIIC.
KoppurmposaHHas TMC c npaBocopMnpoBaHHbLIM
npaBopacnofioXeHHbIM cepauem. Peryprutaumsa Ha
AB-knanaHax lI-lll ct. AopTanbHasa, nyfnbMOHanbHagqa
peryprmtauma Il ct. AHeBpusma JIA. AHomanus
OTXOXAeHUA KopoHapHbIX aptepun. PI1, nocTtodaHHas
dopma. IKcTpacuctonua 4 rpagauymm no Ryan.
HBJIHI. JII | ct. ®K CH Il (NYHA). ApTepuarnbHas
rmnepteH3na |l, puck 3. ATepocKnepos aopThl,
aptepun HK. CteHo3bl OBA, Tl1akA, 06epuoBbix
apTepuun ¢ obenx ctopoH. Hedpponartua. XbI'1 IIIb cT.
XpoHu4veckumn ractput. [lonun xenyaka.

 Onepauus (8.04.16.): PekoHCTpyKUMSA
aTPUOBEHTPUKYINAPHLIX KIanaHoB.









KnuHun4yeckuun npumep 6.

* [MaumenT L., 61 roga Haxogunca B KXO
['1' Kb ¢ 20.10. no 21.10.16.

» J)Kanobbl Ha oablwky, aguckomdopT B ['K
B obnacTu rpyauHbl npun OH.

« ) Kanobbl ¢ neta 2016 r. Jleunnca B
HUI'b. KoHncynbtmpoBan B KLU,
pekomeHaoBaHa KA .
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* KAl (20.10.16.): TN KpOBOCHabXeHUs1 cepaua
— cbanaHcupoBaHHbIn. JIKA: ctBon, INMHA, OA -
He nameHeHsbl. ['1KA — He nameHeHa.

« OT npaBoro cuHyca BanbcanbBbl eOuHbIM
YCTbEM C [TKA OTXOaUT
KOpOHaponynbMoHanbHas douncrtyna
anameTpomMm 4,5 MM (BbIpa)XXeHHbI cbpoc
kKoHTpacTta B ctBon JIA). OT neBoro cuHyca
BanbcanbBbl OTAENbHbIM CTBOSIOM OTXOAUT
aopTonynbMoOHanbHas ductyna AgnameTpom
2,5 MM (cOpOC KOHTpacTa MEHEE BbIPaXeH).
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e 3aKnNUYUTENbHbLIN KINMUHNYECKUW
onarHos: BINC. AHomanua pasBuUTUS

KOPOHAapPHbIX apTepun:
KOpOHaponyrnbMoHanbHas dounctyna,
aopTonynbMoHanbHas doucrtyna.

TpukycnnganoHaa peryprutaumsa |l Cr.
NBNHIT. 39kcTpacuctonua. JleroyHas
rmnepteH3nsa Il ct. K CH 1l (NYHA).
ApTepuanbHasa runepteH3una lll CcT., pUck
4. Atepocknepo3 bLIA. CteHos JIBCA.

e [loka3zaHa onepauus:
QHOoBacKynapHaga okkno3ana doucTyn.



