AHanun3 ocobeHHOCTEU cepaAeyYHOro putma y
AeTeun ¢ aucnaasnen coegnHUTeNnbHouU
TKaHMW.

* [JloueHT baewko annHa MBaHOBHAa
Kadeapa negmatpum Ne3
* [JloueHT KaHaHa HaTtanbAa HMKosaeBHa

Kadeppa BHYyTpeHHUX bonesHen N3



e Jlncnnasma coeguHUTENbHOU TKaHU Y AeTeN
LLIMPOKO pacnpocTpaHeHa. 1o AaHHbIM
coBpemeHHou ctatuctukm ot 10 o70%
HaceneHusa 3eMHOro wapa cTpaaator
AaHHOW natonormen. B Poccuun gucnnasusa
BblABAAETCA Y KaxKaoro 10-ro pebeHkKa.



 HacneacrtBeHHble HapyLUEeHUs COeANHUTENIbHOM TKaHU
(HHCT) - reteporeHHas rpynna MOHOTFE€HHbIX
3aboneBaHnn, 06ycnOB/IEHHbIX TEHETUYECKUMMU
nedektTamm cuHTE3a u/mnu pacnaga 6enkos
BHEK/IETOYHOIrO0 MaTPUKCca, MO0 HapyLUeHnEM
MmopdoreHesa coeANHUTENbHOWN TKAHMN.

* Nucnna3suna coegnHmutenbHom TkaHum (ACT) —
HacneaCTBEHHbIE HAPYLUEHMNA COEAUHUTENBHOM TKaHW,
obbeaAnHEHHbIE B CUHAPOMbI U GEHOTUMNbI HA OCHOBE
OOLHOCTU BHELIHUX /WU BUCLLePa/ibHbIX MPU3HAKOB
N XapaKTepu3yroLmnecs reHeTUYeCcKkom
HEOAHOPOAHOCTbIO U MHOro0bpasnem KAMHUYECKUX
NPoOABAEHUN OT 4OOPOKAYECTBEHHbIX CYOKAMHUYECKUX
dopm A0 Pa3BUTMA MOJIMOPIraHHOM U MOANCUCTEMHOM
NaTo/IofMKU C NPOrpeanNeHTHbIM TEYEHMNEM.



dakTopbl opMUpPOBaAHUA COEANHUTE/IbBHOTKAHHOMN
aucnnasmum

[eHeTnyecKkue:

e  MyTauum reHoB, KOAUPYIOLLUX CUHTES U
NPOCTPAHCTBEHHYH OpPraHM3auuto KoaaareHa

e  MyTauum reHoB, OTBETCTBEHHbIX 38 GOpMMPOBaHUE
3KCTPALLeNNONAPHOrO MaTPUKCa

e  MyTaumum reHoB GepPMEHTOB, Y4ACTBYIOLLMX B CO3PEBAHUM
KonnareHa u pubpunnoreHese

JK30reHHble OHTOreHeTu4YecKue:

o JKonormyeckoe Hebnarononyyme
e (Crpeccnl

| HeapekBaTHOE NUTaHUe



* B ocHoBe COE,EI,MHMTeﬂbHOTKaHHOVI ANCNNAa3UN NEXUT
HapyweHUne CUHTE3a KOJ1/lalfreHa.

* B opraHusme KonnareH obpasyercs n3 ero
npejlecTtBeHHMKa — NPOKo/I1areHa, oTan4yaeTca oT
OCTa/IbHbIX MPOTENHOB BbICOKUM COAEpKaHUEM
NPOJIMHA N TMAPOKCUNPOSINHA.

Siruiiura supertelsy




* [lpoTeKaeT AaHHbIM CUHAPOM C MOJAUCUCTEMHbIM
nopaeHmem, Tak Kak coeAuHUTEeNbHAs TKaHb
ABN1AETCA COCTaBAAIOLWEN NPAKTUYECKN BCEX
OCHOBHbIX OPraHOB U CUCTEM;

* XapaKTepusyeTtcsa MHOMOJMKOW KINHUYECKOU
KapTUHOMN.

/ LIEHTPAJIBHASA JIHHHA

[MIEPKH®O3
[t KH®O3

10P,
JIOP103 |

|
|
l
|
|
|
|
I
|

HOPMAJILHASI OCAHKA KM®OCKOIMO3



Yalle Bcero AMarHOCTUPYIOTCA NaTo/I0rMyeckme
N3MEHEHUA cepaeyHo-CoCyaNCTON CUCTEMbI B BUAE:

* - ManblX CTPYKTYPHbIX aHOMaNAMK: Npo/sanca
MUTPAJIbHOIO K/anaHa, aHOMa/IbHO PaCnOI0KEHHbIX
XOPZA, B *KeNyaoyKkax cepala, OTKPbITOro 0BasibHOIo
OKHa u ap.,

* - aHEeBPM3M, NATOJIOTM4YECKON N3BUTOCTM COCYA0B,
BAPMKO3HOMO pacClUMPEHNA BEH, HANNYUS
TeNeaHrMo3KTa3nmn, HapyLeHnsa TOHyca COCyanCTom
CTEHKU - naeonaTu4ecKkom apTepmasibHON r’MNOTEH3UMN.

Mponanc MuTpanLHoro MWTpanbHbIA KNanaH B T #255 115.0cmMI 0.9
|eaga0n a 2
KnanaHa " HopMe |SAB000 Cardiac P23AC/ GenTis18
] [2D] G50 / 82dB
FA1 } P100
HAR

— +D 3.36¢cm
3 — <D 0.42cm
+D/xD 800.00%

Lossy 3:1 = Avg. 1.8%cm




OAHMM U3 YaCTbIX KapAManbHbIX USMEHEHWUN,
COMPOBOXKAAOLLMUX ANCANA3NIO COEANHUTENBHOM TKaHW,
ABNSAETCH aPUTMUYECKUIMA CUHAPOM.

* Uenb: [lpoaHanm3npoBaTtb HapylweHUa putma cepaua y
ageten ¢ aucnaasnen coeamHUTENIbHOM TKaHMN.

* MaTtepuan u metoabl

Bcero ob6cneposaHo 110 aeten B Bo3pacTte oT 6 Ao 18 ner,
NPOXKMBAOLLMX HA TeppuTopun [oHbacca B ycnoBuax
XpoHun4yecKoro ctpecca ¢ 2014r. no utoHb 2023r. [leBo4veK
6bln0o 74 yen., manbymKoB -36 yen.

Bcem petam BblinonHAnacb ctaHgapTHaA K[, 3XO KI' n XM.

HabntoaeHne npoBoAMNOCH B AMHAMUKE KaXKAblA TOA.,.

OnutenbHOCTb HabatoaeHmnAa coctasuna 8,5 net (2014- nioHb
2023r.)



Pe3ynbrarthbil:

* [1o paHHbIM DXOKI CTPYKTYPHbIe U3SMEHEHUA B
MMOKapae BbiaBaeHbl y 77 (70%) nauneHTOB.

* Yaule Bcero BbIABNANU:

— nponanc mutpanbHoro KnanaHa (MMK) - 65 (59%)
PEOEHOK.,

— OTKpbITOe oBanbHoe okHO (O00), BpoxKAeHHble
NOPOKU cepaua coctasunu -2 (1,8%)peb.,

— aHOMa/IbHO PACMONOXKEHHbIE XOPAbl B /IEBOM
¥enygodke -50 (45%) pebeHoK.,

— aHeBpM3IMaTnyecKoe BbinAYMBaHME
MmerknpeacepaHown neperopoaku-vy 5( 4,5%) geten.



Mo AaHHbIM cTaHAapPTHOM IKI n XM yaule BbIBNAANUCD
cheayouwme HapyweHua putma cepaua:

* Haa)Xenyao4kosble 3KcTpacucTonbl (HHKI) -36%:
OAMNHOYHbIX -78%, NapHbIX- 6% u rpynnosbix- 4% ,
e Xenyao4KoBbIX aKcTpacucton (HK3) go 12%.

HapylweHna npoBoAMMOCTM cepala PerncTpupoBaamncs y -3
(7,2%) peten c BPOXAEHHbIMW MOPOKAMKU cepalia, KOTopble
6binn npeactasseHbl B Buge: CCCY, AB 6nokaab! 1-3 cteneHmw.

HKusHeyrpoxkarowme HapyLweHusa putma B smae K3 3-5 rpagaunmn
no JlayHy BcTpedanucby 4 (3,6%) neten.

e Y2 (%) nauneHTtoB pernctpmupoanca cuHapom WPW.



BbiBOAbI:

OTmeyvaeTca Koppenauma Hannymsa
apUTMUYECKOro CMHAPOMA U ANCNNA3UN
COeANHUTENbHOWU TKAHMN.

Hanbonee 4acto BbIABNAKOTCA Ma/ible
CTPYKTYpPHble aHomanuu: MM, OOO0.



CNACWNBO 3A BHUMAHNE!




