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r. loHeuk, 2021 r.




AKmyanabHoOCMb

=[1ByxcTBOpYaTbI aopTanbHbin KnanaH (JAK) - ocobbin Bua
BanbBYynonaTtun, Hepeako coveTaeTca ¢ aopTonaTtuen.
*MoxeT conpoBoXxaaTbCA 3HAaYUTENBLHON ANCAYHKLMEN
aopTanbHOro KnanaHa ¢ opMmpoBaHMeM CTeHO3a UK
HegOCTaTOYHOCTW.

*ImeeT npenpacnonoXeHHOCTb K pasBUTUIO MHPEKLMOHHOIO
9HOoKapauTa.

*['eHe3 naTosfniorMm HOCUT reHETUYECKNU XapaKTep

(reHbl TPaHCKPUMLMOHHBIX U POCTOBLIX (paKTOPOB,
nonnMopdPmn3mMbl reHOB CTPYKTYPHbIX OErikoB coeanHUTENbHOMN
TKaHu 1 ap.). Noareepxpnaetcs BoigrneHnem JAK y
POACTBEHHNKOB NEPBOro poacTsa U Npu HacneacTBEHHbIX
cuHgpomax (MapdaHa, Jlibtonca-Autuya, Buneamca,
LLlepelueBckoro-TepHepa, PeHato-Bebep-Ocnepa u ap.)




AKmyanabHoOCMb

=YacToTa BcTpedaemocTtn JAK y B3poCsbIX NALUNEHTOB -
1-2%.

=Y 6onblinHcTBa nauneHToB JAK nmeet bnaronpuatHoe
TeyeHne, OHAaKO Y4YUTbIBasd BO3MOXXHOCTb Pa3BUTUSA
OCJTO)KHEHUW, MOKa3aHOo NPOoaOoIMKNUTENbHOE
aucnaHcepHoe HabnogeHue 1 nNpm Hannydum nokasaHum,
CBOEBPEMEHHAadA Xupypruyeckas Koppekuus.

*3aHATNA NpodeccnoHanbHbIM CMOPTOM NaUMEHTaM C
[AK 3anpeLieHsbl.

Bicuspide Tricuspide
(normal)




Llenb pabomboi:

KaTtamHes nauneHToB ¢ ABYXCTBOPYATbIM aopTalibHbIM
KnanaHoM C y4eTOM BapuaHTOB Pa3BUTUSA N COMYTCTBYHOLLEN
NaTosnormm.

Mamepuanbi u memoobl:

[loa Hawmnm HabnwgeHnem Haxoaunocb 55 peten ¢ AK,
KOTOPblE HEOOHOKPATHO ObINKU rocrnmTanmanpoBaHb! B
oTaeneHne OeTCKOM Kapauonorum n Kapauoxmpyprmum
MHCTUTYTa HEOTNOXHOWN N BOCCTAHOBUTENBHOWU XUPYPTNUnN UM.
B.K. I'ycaka (MHBX) r. JloHeuka 3a nepuog 2003-2020 rr.

[ nybuHa HabnogeHua 1-15 ner.

12
21.8%
M Manb4umkn
- 1leBOMKHM

[eHgepHoe cooTHoLWeHne — 3,6: 1




Mamepuanel u memoobl:

MauuneHTbl pasaeneHbl HA rpynnbl
(n=55)

AOAK ncxogHo c
npeobnagaHmem
cTeHo3a AoK —
14 (25,4%) uen.

AOAK ncxoaHo ¢
npeobnagaHmem

OAK B coyeTtaHum ¢
Apyrumu BINC —
19 (34,6%) uen.

HeAO0CTaTOYHOCTH
AoK - 19 (34,6%)

DAK 6e3 HapyLweHus
dyHKuun AoK -3
(5,4%) uen.




Xapakmepucmuka 2pynnbli

MauyueHTtbl AAK c npeobnagaHuem ctreHo3a AoK Ha MOMeHT
YCTaHOB/IEHUA AuarHosa (n=14)

2
4,3

M Manb4nkin
I [1eBOYKM

f[eHaepHoOe cooTHOWeEeHne—-m:4=6:1
sonnnn— 2 REN.  BO3pacT yCTaHOBNEHWUA ANArHO3a :

= 0o 1 mec. -6 (10,9%) ven,
= o7 1 go 12 mec. — 3 (5,5%) ven.,
=no1(1,8%)uen.B 2, 3,5,8n9nnert.




Pe3ynbmameoel OuHamu4vecKkoz20 HabnrwooeHusa (1):

B cBA3M C BblpaXKeHHbIM a0OpPTaZibHbiM cTeHo30M getam ¢ [1AK
BbINOJIHEHA PEHTreHIHA0BACKYNAAPHAA BaZbBynonaacTuka AoK

roga

B nepsbie 10 aHeM pecteHo3 AoKy
¥u3Hu - 3 (21,4%) uen. ‘ 1(7,1%) pebeHKa B 4
B1,5u3mec.-
2 (14,3%) uen.
Y 11 (78,6%) nauneHTOB BbifiB/IEHA
Yepes 1-8 nert ‘ HeaoCTaTOYHOCTb AOK:

= |-1l cT. — 9 (64,3%) uen.,
*“lct.—1(7,1%) uen.,

*“ IVcT.—-1(7,1%) uen.




Pe3ynbmameoel OUuHamu4ecKoz20 HabnarwoeHusa (2):

P3/, BanbBynonnactuka AoK MauueHT c JAK,
nauueHty ¢ JAK, aopTanbHbim A0pPTa/IbHbIM CTEHO30M

creHo3om B 1,5 mec. l

l OTKpbITan
KOMUCCYPOTOMMUA
‘ HepoctatouHocTbio AOK Il cT. \ 8 10 neT

Mnactuka AoK B 6 ner HepocratouHoctb AoK IV cT.

lNpoTe3unpoBaHue )\
MeXaHUYeCKnm )
nporesom B 9 ner i

NMpotesauposaHue AoK

MeXaHU4YeCKMM npoTesom
B 13 nert

{ W\
N \
h — ol
Tt A
e W
- — -

CocTosiHMe U camouyBCTBME NALUEHTOB B HacTosALLee Bpems
yAOBNeTBOpUTENbHoOe.




Pe3ynbmameoel OuHamu4ecKo20 HabnarwooeHusa (3):

NMauunenTtbl JAK c npeobnagaHmem creHo3a AoK Ha momeHT
yCTaHOBNEeHUA aguarHo3a (n=14)

: !

Y 7 (50,0%) yen. KOHCTaTUpPOBaHa AnnaTtauma
BOCXOAALLEN aOpThbl

\ 4 ) %

v1(7,1%) pebeHka B 1 y 6 (42,8%) peten B
mecay, Bo3pacTte 8-14 nert




XapakmepucmukKa 2pynnbli

B rpynne nauueHTtos AAK c npeobnagaHmem HegoctatouHoCcT AoK
HAa MOMEHT YCTAaHOB/1IeHUA AnarHo3a 19 ven.

1
9,3%

M Mane4nku
- [1leBO4KH

f[eHpepHoOe cooTHOWweHUe—-—m: 4=18:1

JlnarHo3 BnepBble YCTAaHOBJ/IEH B BO3pacTe:
=2-6 net -6 (10,9%) uen.,

=9-12 net -5 (9,1%) uen.,
=13-16 net - 8 (14,5%) uen.




Pe3ynbmameoel OuHamu4vecKkoz20 HabnrwooeHusa (1):

NMpu yctaHoBneHnun guarHosa AJAK HegoctaTouyHoCcTb AoK umenu

(n=19): =] cT. — 9 (47.4%) uen.,
“Il ct. -9 (47.4%) uen.,
“Ill ct. — 1 (5,2%) uen.

Y 8 (42,1%) uen. u3 aToi rpynnbl (n1=19) HEAOCTAaTOYHOUTD
AoK coueTanacb ¢ gunaraumen Bocxoafnlleun aopThbl,
KoTopasa 6blna BnepBble BbiAB/IEHA B BO3pacTe:

“4-x net -1 (5,2%) uen.,
"5-u ner-1(5,2%) uen.,
"12 net -1 (5,2%) uen.,
=13 net -1 (5,2%) uen.,
*14 net -1 (5,2%) uen.,
=15 net -1 (5,2%) uen.,
=17 net -2 (10,5%) uen.




Pe3ynbmameoel OuHamu4ecKo20 HabnrwoeHusa (2):

NMauunenTtbl JAK c npeobnagaHmnem HepgoctatouHocTU AOK Ha
MOMEHT YCTaHOB/IEHUA AnarHosa (n=19)

3a 5-7 nert
HepoctaTouHOCTDL ‘ HepocTtaToOuyHOCTDL
AoK I cT. 3 (15,8%) uen. AoK Il cT.
HepoctatouHOCTb AOK Il CT.
2 (10,5%) uen. ‘

Y 5(26,3%) uen. umena mecto gunatauuma n1esoro
YXenyaouka.

HepoCTaTOYHOCTDb
AoK Il cT.




Pe3ynbmameoel OuHamu4ecKo20 HabnarwooeHusa (3):

OAK, HepocTtaTtouHOCTb AOK Il cT. 2 yen.

: 2

AAK, HepoctaTtouHOoCcTb AOK Il cT.

B 17 net npote3npoBaHue B 17 net npote3npoBaHue
AoK mexaHnyeckmm AoK n socxopawen aopTbl
NPOTE30M U NJIaCTUKa Ao (onepauunsa beHtanna)

Ewe 2 naymeHTam, Kotopblie AocTurav sospacta 20-u u 22-x ner,
naaHupyetca nportesmposaHue AoK n Bocxoaalien aopTbl.




Xapakmepucmuka 2pynnbl

['pynna naumeHToB JAK B covetaHun ¢ gpyrumm BI1C
Bkntoyana 19 yven.

8
42.1%

M Mans4unkm
-1 [1eBO4KHN

f[eHpepHoOe cooTHOweHue—-m:a4=1,3:1

Bce BbisiBNeHHbIe BapnaHThl BINC 1 cocynoB oTpaXkeHbl
B Tabn. 1.




NepeyeHb BapmnaHToB coYveTaHHbIX ¢ JAK

BINC n cocypoB (n=19)

Ne Bapuantsl BIIC u cocynos Kous1-Bo
n/m Adc. %
1 JNAK, OAIL, OO0 3 5,5
2 JTAK, OAIL, OO0, kaananHbli cTeHo3 AoK 1 1,8
3 JAK, OAIIL, Bropuunbii AMIIII, ymepeHHbIii cTEeHO3 A0, 1 1,8

HexocTaTouyHOCTh AOK I CT.
4 JAK, IMIIII, IM2KII, ymepennnlii creno3 AoK 1 1,8
5 JTAK, kaanannblii creno3 Ao, /IMIIII, negocrarounocts TK I-II cT., 1 1,8
Hepocrarounocts MK II cr., JIT' 11 cT.
6 JAK, OO0, IMXKII, min HegocTatouHOoCTh AOK, runmonsiasusi npaBoro 1 1,8
JKesrynouka, HegocrarouHocts TK I-11 cT.
1 JNAK, IMJKIIL, OO0, negocrarounoct MK III cT. 1 1,8
8 JTAK, IMKIIL, OO0, negocrarounoctb AoK II- III cT. 1 1,8
9 JTAK, KoAo, Henocrarounoctb AoOK I cT. 3 55
10 JTAK, KoAo, OAII, nenocrarounocts AoK I cT. 2 3,6
11 JTAK, KoAo, cteno3 AoK 1 1,8
12 JAK, KoAo, cydaopTaabHbiid cTeHo3 Ao, JIMKII 2 3,6
13 JTAK, KoAo 1 1,8




| | Xapakmepucmuka epynnel JAK+BIIC:

u NAK+OAT
u OAK+OMITT+OMXKT

M Manbyunkin = ,D,AK+KOA0
-1 [1eBOYKHK

[AK c KoapkTauneun aopThl |




| Xapakmepucmuka 2pynnbl
Bo3pacT yctaHoBneHuna guarHo3sa (n=19) .

=100 5 CyT Xn3Hu — 6 (31,5%) uen.,
=no 1 mec. — 3 (15,8%) ven.,

=N0 2-x Mmec. — 5 (26,3%) ven.,
=no 1 roga — 3 (15,8%) ven.,

=3 roga — 1 (5,3%) yven.,

=10 net — 1 (5,3%) ven.

M [1o 5 cyToK

u [lo 1 mecqaua
u 1o 2 mecaues
o 1 ropa

3 rona

110 neT |




Pe3ynbmambi OuHamu4ecko20 HabrnrodeHus (1):

[1To nokaszaHuamM nposedeHa onepartnBHaga koppekuuna BIIC:
nepessaska OAIll, nnactuka OAMIIM, OMXKI1, muTpansHOro u
aopTanbHoro knanaHoB. Bcem aetam yctpaHeHa KoAo.

Coarctation B 2-X CltyHdasdXx B rnepeble AHN XN3HN
nponsBeneHa peHTreHaHA0BaCKYyJI1dpHad

oannoHHasa anrmonnacTtuka KoAo
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cnycta 1 n 3 mec. — yctpaHeHue KoAo ¢
aHAaCTOMO30M «KOHEL, B KOHELL».




Pe3ynbomameol OuHamu4yeckoz20 HabnrwoeHusa (2):

[pynna naymeHToB OAK c apyrumm BI1C (n=19)

“ Yepes 2-10 net \

: ]

A

N
Y Bcex peten Y 1(5,3%) Y 8 (42,1%)
cchopmmpoBanachb pebeHKa aeTen -
HeJoCTaTOYHOCTb OOHapyxeHa avnartauus
Ao KnanaHa: HeAoCTaTOYHOCTb NONocTU NeBoro

| cT. — 6 (31,6%) yen., MUTPaNbLHOro Xenyaodka
-1l cT. — 13 (68,4%) uen. knanaHa ll cT.

Hu B ogHOM cny4ae He 3apeructpupoBaHa gunarayms
BOCXO4ALLEN aopThl.




| | XapakmepucmukKa 2pynnel

OAK 6e3 HapyweHusa cpyHkumum AoK — 3 (5,4%) yen.
(n=55), U3 HNUX 2 manev4rka n 1 geBouka.

[MoBoa Ang rocnuTanusayumm n oocregoBaHus

HapyLwieHua putma ApTepunanbHas MactounTo3s
rMnepTeH3ngd

cepaua
(bpagnaputmms)




BbiBoAbI:

1. lNaunentbl ¢ JAK — HeogHOpoaHas rpynna geTeuw.

OAK moxeT 6biTb M30NIMpPOBaAHHOM aHOManuMen UM codeTaTtbcsa C
opyrmmn BINC (OAI, OMIIM, OMXKI1, KoAo, KpUTUYECKUUA CTEHO3
Ao0), TpebylowmmMmmn onepaTtuBHOMN KOPPEKLUN C NEPBLIX AHEN/MECALEB
XU3HW. Y BCex MNnauueHToB 3TOW rpynnbl B TeyeHune 2-10 net
cdoopmmpoBanacb HegoCTaTOMHOCTb aopTanbHOro knanadHa I-ll crT.
Hu B ogHOM criydae He 3aperucrtpuvpoBaHa gunaraunsd Bocxoaslen
aoptbl. Y 42% peTten aTOM rpynnbl OTMeYanachb gunartauusa nesoro
Xenygouka.

2. B rpynne nauneHtoB OAK ¢ npeobnagaHnem cteHosa AoK Ha
MOMEHT YCTaHOBIIEHUS [OuarHo3a TPeTb naumeHToB TpeboBana
HEMEONEHHON KapOnoxXnpyprmyeckon nomowm anga noseperHusa P3O
BanbByronnactukn. B amHamuke HabnogeHnst y ooHoro pebeHka
pas3surca pecteHo3 AoK, y 78,6% nauneHToB B TeyeHne 1-10 net —
HegocTtaTtodHocTb AoK lI-llIl cT., y 50% nauymeHTOB — Aunartauums
BOCXOAsILLEN aopThl.




BbiBoAbI:

3. B rpynne nauuneHTtoB JAK ¢ ncxogHoeim npeobrnagaHnem
HegocTaTodHOCTU Y 42,1 % oTmevanacb gunartauus
BOCXOAsLLEN aopThl, KoTopas y 26,3% nayMeHToB Hocuna
NpPOrpeccupyroLWmMn Xxapakrtep, 4To TpeboBano
KapaAnoXupyprinvyeckon Koppekumm.

4. [Ina npenoTtBpalleHna passmutusa ocnoxHeHmn OAK
HeobXoaMMO CBOEBPEMEHHOE BbISIBIIEHME JAaHHOIO Nopoka
cepaua, TuiaternbHoe HabnwaeHne 3a 6onbHbIMK ONS
onpeneneHna nokasaHum K onepatuBHOMY JIEHEHMUIO.







