0O BMNO «AOHEUKWUMN HALLMOHA/TbHbIV
MEOUUMHCKUA YHUBEPCUTET MM. M. TOPbKOTO»

OcobeHHOCTU cepaevyHOro puTMma y Aeteu
C Ancnaasueun coeanHNTEeNIbHOU TKaHU

* [JloueHT baewko annHa MIBaHOBHA
Kadeapa negmnatpum Ne3
* JloueHT KaHaHa HaTanba HMKonaeBHa

Kadegpa BHYyTpeHHUX bonesHen Neo3



e Jlncnnasma coeanHUTENbHOW TKaHU Y AeTeN
LLIMPOKO pacnpocTpaHeHa. 1o agaHHbIM
coBpemeHHoM ctatuctukm ot 10 no70%
HaceNeHna 3eMHOrOo LWapa CTpaaatoT
AaHHoW natonormen. B Poccnn ancnnasmsa
BblABAAETCA Y Kaxaoro 10-ro pebeHKa.



e HacneactBeHHble HapyLLEeHUA COeAUHUTENbHOM TKaHU
(HHCT) - reTeporeHHasa rpynna MOHOFeHHbIX
3aboneBaHMI, 0O6yCNOBAEHHbIX TEHETUYECKUMU
nedbeKTamm cMHTE3a u/mMnum pacnaga 6enkos
BHEKNETOYHOro MaTpuKca, nMbo HapyLleHUem
MmopdoreHesa coeaANHUTENbHOM TKAHMN.

e lucnnasma coegnuntenbHom TkaHu (ACT) —
HacneaCcTBEeHHble HAapyLLIEeHUA COeANHUTENbHOM TKaHW,
o0bbegnHEHHbIe B CUHAPOMbI U GEHOTUMNbI HA OCHOBE
OOLLHOCTM BHELIHUX U/ BUCLEPaibHbIX MPU3HAKOB
N XapaKTepu3yoLLmMecsa reHeTUYEeCKomn
HEOAHOPOAHOCTbIO U MHOTro0bpas3nem KAMHNYECKUX
NPOABAEHNN OT A4OOPOKAYECTBEHHbIX CYOKANHNYECKUX
dopm A0 Pa3BUTMA MONNOPraHHOWN U MONCUCTEMHOM
NaTONIOTNMN C NPOrPeANEHTHbIM TEYEHNEM.



dakKTopbl popMMUPOBaHUA COEAUHUTE/IbLHOTKAHHOM
Aucnaasum

[eHeTunYyeckue:

e MyTauumn reHoB, KOANPYIOLLUX CUHTES U
MPOCTPAHCTBEHHYIO OpPraHM3auUuMio KoaiareHa

e  MyTauum reHoB, OTBETCTBEHHbIX 33 GOPMUPOBAHUE
3KCTPaALLENNIONIAPHOIroO MaTpUKCa

e MyTauuu reHoB GpepPMEHTOB, Y4aCTBYHOLLNX B CO3PEBAHUMN
KonnareHa n pubpunnoreHese

JK30reHHble OHTOreHEeTUYEeCKHUe:

J JKonornmyeckoe Hebnarononyyme
e (Crpeccsl

° HeapgekBaTHOe nUTaHue



* B ocHoBe coegnHUTE/IbHOTKAHHOM ANUCNIa3UN NEKUT
HapyLlleHne cMHTe3a KoanareHa.

* B opraHusme KonnareH obpasyercs U3 ero
npealecTBeHHUKA — NPOKoANareHa, oT/InyaeTca oT
OCTa/IbHbIX MPOTENHOB BbICOKMM COAEPKaHNEM
NPOJIMHA U TMAPOKCUNPOSINHA.

Srufiura supertelsy




e [lpoTeKkaeT AaHHbIM CUHAPOM C MOANCUCTEMHbIM
NnopaxKeHMem, TaK Kak coeiIMHUTENbHAA TKaHb
ABNAETCA COCTABNAOLLEN NPAKTUYECKU BCEX
OCHOBHbIX OPraHOB U CUCTEM;

* XapaKTepmayetca MHOTOJIMKON KNNHNYECKOU
KapTUHOMN.
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HOPMAJILHAS OCAHKA KHOOCKOINO3




Yalle Bcero AMarHOCTUPYIOTCA NaTo/iIornyeckme
N3MeHeHUA cepaevyHo-cocyamncTon CUCTEMbI B BUAE:

* - Ma/blX CTPYKTYPHbIX aHOMANAUIK: Npoaanca
MUTPAJIbHOrO K/ianaHa, aHOMa/IbHO PaCMO/I0XKEHHbIX
XOP/A, B Kenyao4Kax cepala, OTKPbITOro 0BasibHOIoO
OKHa U ap.,

* - aHeBPU3M, NATONONMYECKOMN N3BUTOCTU COCYAOB,
BAPMKO3HOro PaclMPEHNA BEH, HANNYUA
TeNIeaHIMO3KTa3nN, HaPYLLEHMA TOHYCA COCYAMNCTOM
CTEHKM - NAeonaTu4eckom apTepmnanbHOMN TMNOTEH3UM.

Mponanc MUTpanbHoOro

WTpanbHblil KNanax B [
KnanaHa HOpMe (848000 H268 118 0emMI 0.9

Cardiac P2.3AC | GenTis19
L [2D] G50} 62dB
FA1 7 P100

R MAR
# Y,

e D 3,366
=D 0. 42cm
VD= 8000086

Lossy 3:1 - Avg. 1.09cm




OAHUM M3 YaCTbIX KapAnanbHbIX U3MEHEHUH,
COMPOBOXAAOLLMX ANCNIA3UI0 COEANHUTENIbHOM TKaHMW,
ABAAETCA aPUTMUYECKUIA CUHOPOM.

* LUenb: NpoaHannsnpoBatb HapyLweHuAa puUtma cepaua y
aeten ¢ aucnaasven coeamHNTENIbHOM TKaHMN.

* MaTtepuan u metoabi

Bcero ob6cnepoBaHo 98 neten B Bo3pacte ot 6 Ao 18 nerT,
NPOXKMBAOLLMX Ha Tepputopmm [oHbacca B ycnoBmAX
XpoHu4yeckoro ctpecca ¢ 2014r. no 2022r. leBo4yek 6bia10 62
yen., MaZIbdMUKOB -36 yen.

Bcem aetam BbinosiHANACb cTaHAapTHaA K[, 9XO KI' n XM.

HabntogeHne npoBoAMNOCH B AMHAMMUKE KarxKablA FOA,.
NnntenbHocTb HabatoaeHnA coctasuna 8 net (2014-2022r.)



Pe3ynbratbl:

* [lo gaHHbIM IXOKI CTPYKTYPHblE NUBMEHEHUA B
MMOKapae BbisBAeHbl Yy 68 (70%) naumneHTOoB.

* Yaule Bcero BbIABAANN:

* nponanc mutpanbHoro KnanaHa (MMK) - 58(85%)
pebEHOK.,

* OTKpbITOE oBanbHoe okHO (0O00),

* BpPOXAEHHble NOPOKU cepaL,a COCTaBUAN -2
(3%)peb.,

* aHOMAa/NbHO PACNONOMKEHHbIE XOPAbl B 1EBOM
enygouke -50 (74%) pebeHok.,

* aHEeBPU3MATUYECKOE BblNAYMBAHUE
MeXKnpeacepaHom neperopoaku-y 5(7%) aeten.



* [lo paHHbIM cTaHAapPTHOM IKI n XM yvalle BbIABAANMNCH
cneayrowme HapyweHua putma cepgua:

* HaaXXenyao4ykosble 3KcTpacuctonbl (HHK3I) -36%:
OAUNHOYHBbIX -78%, NapHbIX- 6% n rpynnosbix- 4% ,
* Xenyao4dKoBbix akcTpacucton (HK3) ao 12%.

HapyLeHua npoBoAMMOCTHM cepaLa pernctpnpoBanmce y -8(2%)
NeTen c BpoOXKAEHHbIMWU NOPOKaMKU cepAaLla, KoTopble bbiaun

npeactaneHbl B Buae: CCCY, AB 6noKkaabl 1-3 cteneHn.

* MusHeyrpoxarouwme HapyweHna putma B suae K3 3-5
rpagaumni no JlayHy BcTpedanucby 4 (6%) neten.

e Y 2 (3%) naumeHtoB peructpmposanca cuHgpom WPW.



BbiBOAbI:

OTmeyvyaeTca Koppenauma Hanndua
APUTMUNYECKOTo CUMHAPOMA U ANCMIA3UN
COeANHUTE/IbHON TKaHMN.

Hanbonee 4acto BbIABAAIOTCA Majible
CTPYKTYpHble aHoMmanunu: NMK, OOO.



CNACHNB0 3A BHUMAHWE!




