OI'b0OY BO loHI'MO Mun3apaBa Poccuu
Kadenpa neguatpuu N3

ROIZIA YCTAJIOCTb = CUMIITOM:
C/IYHAU TUITEPTPOOHUYECKOHU
KAPAUOMHUOIIATHUH ¥ PEBEHKA

JloieHT, K.M.H. baemko I'.H.
AccUucTteHT, K.M.H. YceHKO H.A.

3aB.0TAeJIeHHWEeM JEeTCKOW KapAHUOJIOTUU U
Kapauoxupypruu Konos B.T. ‘
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reHeTUYEeCKH 00YCJI0BJIEHHOE 3a00/IeBaHHE
MHOKap/a, XapaKTepU3yrIeecs
runepTpopuer MUoKapza JIeBOro (y neten —
ooJiee 2 cTaHAAPTHBIX OTKJIOHEHUH (Z—score,
niu Z-bakTopa), y B3poCIbx — 6osee 1,5 cm)
H/ WJIU TIPABOTO0 »KeJYA04YKa, Yallie
AaCHMMETPHUYHOI'0 XapaKTepa 3a CYeT
IperMYILeCTBEHHOTO YTOJIEHUS
MEXKeJayA04YKOBOW MePEeropoiKH, He
CBsSI3aHHOE C MOBBIIIEHUEM IIOCTHArpPy3KH Ha
MHOKap/, KJallaHHOHW MaTOJIOTHEH, IOPOKAMU
cep/illa U aHOMaJUSIMU KOPOHAaPHbBIX apTepu‘*‘



BHH,ZLEMHOJIOFI/IH, DTHUOJIOI'NA

» PacnpoctpaneHHocTb B geTckou nonyasauuu 0,3-0,5:100 000 B rog.

» BHe3amHas cepjeyHasi CMePTh (BCC) no 8 net — 1,6%, B 10 stet - 9,7%, B 11-13 net
— 7%, nocsie 16 net — 1,7%.

» MakcuMaJIbHbIM PUCK CMePTH Y JieBouek npuxoguTcs Ha Bo3pacT 10-11 neT, y

MaJIbYUKOB — 15-10 JjieT

> Y 50-60% noapoctkoB u B3pocabix 'KMII nMeeT ayToOCOMHO~JOMHUHAHTHBIN THII
HacJieJ0BaHUs, 00YCJI0BJIEHHBIA MyTallMIMH B IeHax OEJIKOB CEPJIEYHOTO
capkoMepa.

> Y 5-10% nmauueHTOB 3a60/ieBaHKe pa3BUBAIOTCS B pe3yJbTaTe ApPyrou
reHeTUYEeCKOM MaToJIOTMU. HAaC/IeJCTBEHHBIX META00JINYECKHX, HEPBHO-

MbIIIEeYHbIX 336OJIeBaHHﬁ, XPOMOCOMHBIX aHOMaJIUU U TeHEeTUYEeCKHUX CUHAPOMOB ‘



'AKTyaJIbHOCTb

[MnepTpoduyeckas KapaguoMHuonaTusa — HauboJiee 4yacTasd
NpUYMHA CMEPTHOCTH Y JIMI, MOJIOAOr0 BO3pacTa.

JIJINTEe/IbHO MOXKET IPOTeKaTb 6€CCUMIITOMHO, JeO0IOTUDYA
HEOTJIOKHBIM COCTOSIHUEM, B TOM YMCJIe BHE3AIIHON CepliedYHOU

CMEePThbIO




.CDaKTOpr pHCKa (oP) BCC npu 'KMII y neteun

ciaydyar BCC ot 'KMII
B CEeMEeMHOM aHaMHe3e

NpepBaHHbIN 3MU30/]
OCTAaHOBKH cepAla
(c]m6pmm;1u1/m menyﬂquOB)
Y MIOCTOSIHHAs

MOHOMOpPQHas KeJyJ04KoBast
TaxyuKapAus;

3KCTpeMaJibHas
CUHKOIIE
5 runepTpoPusi CTEHOK JIEBOTO
HeyCTaHOBJIEHHOH
xesygouka (TosmmuHa
NPUYHHBI;

crenku 230 MM );

HEINoCTOSTHHas
KeJTyI0UYKOoBasl
taxukapaus (XM, 24 4)

HeaﬂeKBaTHbIﬁ OTBET

/IaBHbIC apTepHa/bHOTO JlaBJleHuUs
(60]’[],]]_[]/]3) (AZl) Ha pusnyeckyro

Harpy3ky (cHmxkeHue AJl)




' UHTEHCUBHAsA
06CTPYKLIMSA busuyeckasn reHeTHUYecKue
BbLIBOJHOT'O Ll el eies, MyTaluu
TpaKTa JIEBOr0 BBICOKOTO
XKeJlyL0uKa pUCKa
UL eMUS
MHOKap/a
bubpUAAALIUS BE€pOATHLIE
NpezcepAnii (zononHuTeILHBIE)

dakTtopn! pucka (PP) BCC npu TKMII y neTeii

MOJIOZOH
BO3pacT
MaleHTOB

YBE€JIM9YE€HHUE
JIEBOI'O

npezacepaus




KiimHn4YecKuu cay4dyau

'}Kaﬂoﬁmz

* ObICTpasi YTOMJIIEMOCTb,

* MepUoUYECKU MOBTOPSAIOIIMECS IPUCTYIbl pe3KOW CJ1a00CTH, OJIbILIKH, COMTPOBOXKAA0IIHECS
6J1eJHOCTbI0 KO>KHbIX IOKPOBOB M HapyIllleHUEeM 00IIero CaMO4YyBCTBHUS.

AHaMHe3 3a60/1eBaHU .

* B Teuenue roga nocemaa /1Y, rae BocnutaTesii 00paTUJIM BHUMaHWE Ha BblllleyKa3aHHbIE
»KaJI00bl, KOTOPbl€ BO3HUKAJIM IOCJIe TOABUXXHBIX UT'P, ObICTPOH X0 b0ObI, 3apsJKH.

* 3a 4 Mecsna A0 NOCTYIJIEHUS B KIWMHUKY Y pebeHKa Y4aCTUJIMUCh IPUCTYIbI CIaOOCTU U OJbIIIKU
1ocJie He3HAYMUTeJbHOM PU3NYEeCKOM Harpy3KH.

* B aToT nepuos Manbyuk TpukKAbI epeHocus OPBY, ¢ yeM u cBA3bIBa/Iu yXyALLIeHUE CaMOYYBCTBUA
pebEéHKa.

* Y4YuTbhIBasA MNPOTPECCUPYIOIILYI0 YTOMJISEMOCTD, CJIA00CTh, IMJIOXYH EPEHOCUMOCThb XOAb0bI, ObLI
HallpaBJIEH K AE€TCKOMY KapHOJIOry.



KiimHn4YecKuu cay4dyau

'AHaMHes KU3HMU:

Ponuiica ot IV HopManbHO poTeKaBliel 6epeMmeHHOCTH, |l dusnosioruueckux posoB B cpoke 40

HeJleJib.
» [lIpu poxgennu: macca tesia — 4130 r, giiuHa — 57 cM, onleHKa mo mkazae Anrap — 8-9 6aJ10B.
* BaknuHWpoBaH 10 BO3PacCTYy.

* U3 geTcKux MHPEKIMOHHbIX 3a00JIeBAHUM epEHEC BETPSHYIO OCIY.

e AJlJIeprosioru4eCKi aHaMHe3 He OTSATOIIEH.

» CeMelHbIN aHaMHe3: y dedyw KU No MamepuHCKoOU JUHUU 8He3anHas cepdeyHas cmepms 8 34 2oda;
y omya — cMepmb om HecuacmHozo cay4asi (ayToncusi He IPOBOANIIACE); Y MATEPH — MATOJIOTHS

LI TOBUAHOU KeJie3bl.

AMOynaTopHas KapTa pebeHKa He cojieprkasia MHGOPMAIMIO O MaTOJIOTUH CEPJIeYHO~ COCYIMCTOM

CUCTEMBI.




KiimHn4YecKuu cay4dyau

'Oﬁ'beKTnBHo.

dusnyeckoe pa3BUTHUE BbICOKOE, rapMOHHUYHOE. KOXKHbIe TOKPOBHI OjieHbIe. [lepKyTOpHO HafA
JIETKUMU SICHBIH JIETOYHBIN 3BYK, ayCKy/JIbTATUBHO — Be3UKYJIsipHOe AbixaHue, Y/l — 26 B MuH.

* [lasbIaTOPHO YCUJIEHHBIN BEPXYIIEYHbIM TOJYOK.

« [Ipu mepKyCCHH BBISIBIEHO CMeweHue 2paHuy omHocumeabHoll cepdeyroti mynocmu eqego (Ha 2 cm
KHapY)XH OT CPeAHEKTI0YMIHON JTHHUH).

* TemMoguMHaMMYecKUe MOKa3aTeJu B OKOe HAXOAsTCs B Mpejiesiax HOPMbl, OTMeYaeTCsl U36bIMOoYHbIU
npupocm nysasca noce 10 npucedanuti.

* AycKyJbTaTUBHO — TOHBI cepAlia puTMUuHbIe, rpoMkre, YCC — 108 B MunyTy. Hajg o61acThio
ceplia BbICAYIIUBAETCA 2pybblli CUCMOAUYECKUU WYM, C MAKCUMYMOM Y /168020 Kpasl 2pyOUHbl.
MHTEHCHBHOCTD LIIyMa HapacTaeT B MOJIOKEHUU CTOS Y NIPH 3aJepPXKKe AbIXaHHS.

e A/l Ha oGenx pykax — 90/60 MM pr.cT.

» JKuBoT MArkui, 6e3dosieaHeHHbIN. [ledeHb +1 cM. [lepudepryeckux oTEKOB HET.




KivHuyeckum caydyau

g

* IpU3HAKU rUnepTPodUH JIEBOTO KeJNYA0UKa,

» nenpeccus cermeHTa ST 10 3 MM B JIeBbIX I'PYJHBIX OTBEIeHUAX
« YCC B npejiesiax BO3pPacCTHOW HOPMBI,
XM * HaJpKeJyA0YKOBasd M XKeJyLO4KOBasl IKTONMMYECKass aKTUBHOCTb He BbISIBJIEHA.

* 3MK30/Ibl BbIPAa’KEHHON IOPU30HTAJIbHOM, KOCOHUCXOASIEN Jlenpeccuy cerMeHTa ST npu
X0b0e

e JIErOYHBbIE I10JISI 0OBIYHOH IMPpO3pavHOCTH, CHHYChbI CBO60,[[HbIe;

* TEHb CcepJlia paClIMpeHa B IMOIIEpEIHHKE, IPEUMYIIECTBEHHO 3a CHET JIEBbIX OTAE€JIOB

* 0e3 MMaToJIOTUHU




IxXoKI

» acMMMeTpUYHas runepTpodus MUOKap/a
JIEBOTO KeJyA04YKa: TOJIIMHA
MeXCKeyI04KoBo# neperopoaku Ao 1,99 cm,

3agHel ctedku JIDK — no 0,77 cm,

» IpaJIMeHT JaBJIeHHS Ha BbIBOJHOM TPaKTe
JneBoro xenaygodka — 11,2 mm pT.cT.,

> dpakuus Beiopoca — 67%,

» pa3Mephbl KaMep cep/ilia U KJallaHHbIM annaparT

— B IIpeJiesiaXx HOPMBbI

:_Dist B 19.9 mm |




',Z[HarHos

runepTpoduyeckKass KapAruoOMHONATUSA, HEOOCTPYKTUBHasA ¢popma, XCH |
JleueHue

beTa—aZpeHO00JIOKATOPhI.

Ha (1)0H€ JIeHeHHA COCTOAHHUE YJIYYIINJIOCh. YMEHBIINWJ/IACh OABIIIKA, TaXUKapAH-,

4acToTa MPUCTYIIOB CJa00OCTH MPHU X0Ab0e




p 3aKJIlDUeHue

v KJIMHUYeCcKHH ciydai JeMOHCTPUPYET BaXKHOCTb PaHHETo
BbIsiBJeHUsA 'KMII B 101IKOJIBHOM BO3pacTe, 0OCOOEHHO MpPHU

HaJIMYUU CEMEUHOM MPeApPaCIIONOXKEHHOCTU U UIlIeMHUYECKUX

[POSABJIEHUM.

v" IIpaBUJIBHO MOJOOPAHHOE JIeYeHHE CIIOCOOCTBYET CHHXKEHHUIO

pPUCKa OCJIOXXHEHHU U YJIYYIIEHUIO ITIPOTHO3a.




Cnacuéo 3a
BHUMAaHUe!
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