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KapanomuonaTtum y geten

Kadegpa negmnatpun PYOH, MAI'KB
[oueHT kadeapbl neanatpun PYOH,
aetckun kapguonor MAINKB

KaHtemunpoa M.I.



KapanomuonaTtum

HeoaoHopoaHas rpynna 3abonesaHn MMokapaa,
CBSA3aHHbLIX C HapyLleHNeM MexaHU4eckon n/mnu
aneKkTpuyeckon oyHKUMKN, KOTOpble 00bIYHO
COMNPOBOXOATCA NAaTONOrM4ecKum
pemMoaenupoBaHUeM XenyngodkoB cepala
(Qnnartauuen nnn rmnepTpodPuen) n
OOyCroBneHbl pasfnnyHbiIMKU MPUYNHAMU, MHOTUE

N3 KOTOPbIX — TEHETUYECKUNE (I\/Iaron B., Towbin J.,
Thiene G., et al. Circulation. — 2006. — v.113. — p.1807-1816 )



Bce kapanomuonatum moryT ObIThb
pa3geneHbl Ha ABe bonbLune rpynnbl

[lepBUYHLIE, npu KOTOPbIX
N30NTMPOBAHHO WINN MPEUMYLLIECTBEHHO
nopa)kaeTcst MMOKapA,;

BTopuyHble, Npun KOTOPbIX WMEET
MECTO reHepanmsoBaHHoOE
(monuopraHHoe) 3aboneBaHue, a
cepaue - nvWb OOUH U3 NMOPaKEHHbIX
OpraHos.



Rnaccuukauma nepBUYHbIX
Kapanomuonatumn (AmepukaHckas
accouuauus cepaua, 2006)

. TeHeT4YecKkne KapguomumonaTumm

ll.CMmelwlaHHbIe: reHeTn4YecKue m
HereHeTU4YeckKkue KapamommonaTmmn

lll. MpnodbpeTeHHbIN KapANOMUONATUMN:



eHemu4yeckue kapoduomuonamuu

1. Nmneptpodmyeckasa kapanommonatua (FKMI)

2. ApuTMoreHHasa KapguomuonaTusa Unuv gucnnasusi NnpaBoro
xenypo4ka (AKIMX)

3. HekoMmnakTHbIM neBbIN  Xenyao4deK («ryb4yatbin
MMOKapAa)
4. HapyweHune npoBogsiwen cucrtembl cepaua (CMHapom
IleHerpa)

5. T[nukoreHo3bl (PRKAG2-tun n laHoH-TUN)

6. MwuToxoHaopuanbHble MMONaTUN

7. HapyweHna NOHHbIX KAHANOB:

A. CHOPOM YANNMHEHHOro uHrepeana QT

B. Cunapom Bpyrana

C. KarexonamuHeprnyeckasa nonumopdHagd  KenyaovkoBas

Taxukapans
D. CuHapom vKkopodYeHHoro nirepeana QT

E. HKOxHoasnaTtckum CUHOAPOM BHE3aNHOWM HEODBHLACHUMOW CMEPTU
BO CHe.




CmewaHHbIe 2eHemu4yeckue u
He2eHemMu4ecKue kapouomMmuornamuu

1. AnnataymoHHaa kapgmomMmmonaTus
(ZKMI)

2. [lepBnYHaAA peCcTpUKTUBHAA
HermnepTpoduyeckas KapanommonaTus



[TpobpeTeHHbIe
KapanoMumonaTtunm
1.MuokapauT (BocnanutenbHasa KapauwonaTus)

2. Kapanomuonatusi, obycrnoBrieHHast BHE3anHbIM
9MOLMOHarnbHbIM CTPECCOM

3. [NepunapTtanbHaga kapgmomMmuonaTug

4.Kapgmomuonatuu, MUHAYLMpPOBaHHLIE
Taxukapguen (apuTMoreHHble KapanommonaTun)

5.Kapanomunonatnm y pgeten, MaTepu KOTOPbIX
CTpagatoT caxapHbiM AnabeTom.




BropunyHbie KMI1

|.Kapanomuonatum npu UHPUNBLTPATUBHbIX
3aboneBaHUsAX

Il. Kapgnomuonatum npu 60ne3HAX HaKonNreHus
lll. Tokcnyeckmne KapagnommonaTum

IV.Kapanomuonatum ¢ co4yeTaHHbIM NoOpaxeHuem
3HOOKapaa U MmokKapga

V.Kapanomumonatum npu rpaHyrieMaTo3HbIX
3aboneBaHunAX

Vl.KapgnomuonaTtum ¢ aHAOKPUHHOMU NMaTONMOrMen



Knaccudoukaumsa KMI'T (BO3/MO®K, 1995, B
voandukauumn EOK, 2008)

OunaTtaunonHasa (OAKMIT)
[uneptpodomnyeckas (I'KMIT)
PecTtpuktmneHasa (PKMIT)

ApUTMOreHHas NpaBoOXXenyaqo4koBad
(AKTTXK)

Heknaccuduumnpyemole KMIT:

HEKOMMNAKTHLIN MUOKapAa, rmcTmonaHas
KMI'T wn gp.



OCHOBHbIE KITMHNn4eckme
cuHapombl KMI'

Kapanomeranums

CepaeyHast HeQoCTaTOYHOCTb
HapylLueHusa cepgedyHoro putma
TpomMb0O3MOONNYECKNN CUHOPOM



Mopdonornyeckasa cpeHoTunuyeckasn, pyHKUMOHaNbHas
Knaccudgpukauma kapguomuonaTtum (1995, 2008 WHO/ISFC),

1. lunataunMoHHaa Kapaunomuonatus — pes3koe
pacLUMPEHNE MOMNOCTEN XenyaodkoB (bonbLue
NeBoro) CO CHWXEHMEM COKpaTUTENbHOU
CNOCcOBHOCTM MMoKapaa.

2. [vneptpoduyeckaa kapguommonaTms —

Bblpa)KeHHasi rmnepTpodunsa NeBoro Xxenyao4dka 1
MEXOKEerNya04YKOBOM NePEropoaku.

3. PecTpukTnBHasa kapanomumonaTtua — yMeHbLUEHNE
PACTAXXMMOCTM CTEHOK XKenyao4KoB BCrieacTeue
pacnpocTpaHeHHOro MHTepcTuymarnobHoro donbposa B
COYETAHUN C PE3KUM YTOMLLEHMEM 3HOOKapAa.

4. AputTmoreHHasa Kapguomuonartus (guennasus)
NpaBoro Xenyno4ka.









Mopdonornyeckasa cpeHoTunuyeckasn, pyHKUMOHaNbHas
Knaccudgpukauma kapguomuonaTtum (1995, 2008 WHO/ISFC),

1. InnataunoHHas Kapavomuonatus —  peskoe
pacluMpeHne NorocTen xenyao4koB (Oonblue feBoro)
CO  CHWKeHue  CcoKpaTUTEernbHOM  CMOCODOHOCTU
MUokapaa.

2. ['nneptpodunyeckasa kapanommonaTums —

Bbipa)XeHHasa rmnepTpoduns NEBOro Xenyago4ka
N MeXoKernygo4KkoBOW NeperopoaKu.

3. PecTpuktuBHaga kapgmommonaTtus — yMEHbLLUEHNE
PACTS>KUMOCTM CTEHOK XXenyao4KkoB BCreacTeme
pacnpoCTPaHEHHOro MHTepcTUUnansLHoro ubposa B
COYETAHUN C PE3KUM YTOSILLEHNEM SHOOKAapAa.

4. ApuTMmoreHHas Kapgunomuonartus (guennasus)
NpaBoro Xenyno4ka.



SKI (neps. TKMTI1) HeonpeneneHHoe nonoxxenmne S0C.
CuHycoBbin pyutm ¢ HCC 100 ya/muH. OTMevaeTcs naTonorn4yecku
rny6okunn 3.Q B otBegeHusx ll, lll, avk. Amnnutyna 3.R B Tex xe
OTBeaAeHUdAX 3Ha4YNTEeNbHO CHMXeHa. (EpmoneHko B.C. 2016)
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OxoKI (I'KM |_|)Z acMMMETPUYHOE yTorLLEeHNe MMokapaa nesoro xenyaodka (MXKI 12mm, 3CIK S5mm),
npaBbIN Xenyaoyek He yTonuieH. NMonocTb nesoro xenyaoyvka ymeHblueHa (KOP/KCP 28/15mm), pasmepbi
OoCTanbHbIX MOMOCTEN B Npeaenax Bo3pacTHOM HopMbl. Cuctonnyeckas yHKLUA NeBOro xenyaoyka nosbiweHa (OB
no Tenxonbuy 80%). HapyLwweHne gnactonudeckon gyHkumm nesoro xenygodka (E/A >1,0; E 0,8 m/cek; A 0,7 m/cek)

DTIMXIM e/a/s - 0,08/0,11/0,08, 3CJTXK e/a/s 0,08/0,06/0,07 KpynHble cocyabl knanaHbl HE U3MEHEHBI.
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1L 0.8 cm] e .
i : 1L 0.5 ¢
: Time 623 ms 5., W L2
HR 96 BPM . - : ;
CO(Teich) 2.25 min - N
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PeHTreHorpamma opraHoB rpyaHOUN KINeTKU

naumeHTa c nepsuyHou [ KMTI1. (KTM 0,5)
N




Ixokr CeeTtnaHsbl C., 7 net: BropnyHas I'KMI,
oOCTpYyKTUBHAas doopma. ATakensa dpungpemnxa

CumMMeTpuyHasa runepTpodusa neBoro
xenyaodka ¢ tonwmHon MXKI go 20mm
3CITK go 15 MM 1 pac4eTHOM Maccoun
Munokapaa ao 271 r ( Hopma go 120 r ans
nrnowaau Tena 0,8 m?) . Kputnueckun
cybaopTanbHbIN CTEHO3 3a CYET
runeptpodoun MXXIT n nannnnapHbIX
Mmbilil. Aduametp BOJIK B camom y3kom
MecTe 3-4 MM) C NUKOBbIM rpagneHToM
nasneHna o 100 mm.pT.CT.



BropuyHas TKMIT
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SEREBRIAKOVA SVETA T Y

Mopososckan AAFKG

1IVSd = 305cm
LVIDd = 3.19cm
LVPWd= 122 cm
IVSs = 362cm
LVIDs = 1.16cm
LVPWs= 226 cm

EF: 93 %
%FS: 64 %
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JKTOMNMYecKas CyrnpaBeHTPUKYINApHaAa Taxnkapaus.
[ MNepTpodUnN NEeBOro Xenyaodka ¢ HapyLeHneMm
KpOBOOOpaLLEHUSA B HEM.
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Mopdonornyeckasa cpeHoTunuyeckasn, pyHKUMOHaNbHas
Knaccudgpukauma kapguomuonaTtum (1995, 2008 WHO/ISFC),

1. nnataunoHHas KapgmommonaTus — pe3koe
pacLUMpeHnE MOJSIOCTEN XKeNnyao4koB (OonbLue 1eBoro) co
CHUXKEHWE COKpaTUTENbLHOM CrOCOBHOCTU MUoKapaa.

2. ['nnepTtpodmnyeckaa kapanommonaTna — BblpaKeHHas
rmnepTpodunsa NeBoro Xenyaoyka u MexokenygovykoBou
neperopoaKu.

3. PecTpukTnBHaa kapgmommonaTtng —
YMEHbLUEHNE PACTAXXUMOCTN CTEHOK XKEJTYOJOHKOB
BCNeacTBmMe pacrnpocTpaHeHHOoro
MHTEpPCTULMaNbHOro pmnbposa B coMETAHUU C
PE3KMUM YTOSILLEHNEM 3HOOKapaa.

4. ApntmMoreHHasa kapgmomuonartug (aucniasusa) npasoro
Xenyaouka.



Ixokr Kpnctunbl M., 10 net,PKMT

MISHYKOVA KRISTINA. 11 Y

KDC Morozoskoy DGKB 3S MI 0.8

22104715 14:09:05 USR Cardiac Tis 0.7

KDC Morozoskoy DGKB 3S Mios8s

22710415 14:08:35 LUUSR Cardiac Tls 0.7




SKI" KpuctuHbl M., 10 net PKMIT

Nonu-CrexTp.NET © HeiipocodT www.neurosoft ru

25.03.2015 15:10:44 Haw Muwykoa KpUcTUHa, -, MON: XXEHCKUA
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- 730 0 733 9 712; @ A 709 @ it 714 Q 722 Q 731 a7301

50 mm/c; 10 mm/MB; 35Ty, ~50Ty; YCC: 84 ya./MuH Nuct1lumsl




OTknoHeHne S0C BnpaBo, rmneptTpodusa odoonx
npeacepann, JI’K ¢ HapyLieHnemM KpoBoobOpallleHUSA B HEM




Mopdonornyeckasa cpeHoTunuyeckasn, pyHKUMOHaNbHas
Knaccudgpukauma kapguomuonaTtum (1995, 2008 WHO/ISFC),

1. nnataunoHHas KapgmommonaTus — pe3koe
pacLUMpeHnE MOJSIOCTEN XKeNnyao4koB (OonbLue 1eBoro) co
CHUXKEHWE COKpaTUTENbLHOM CrOCOBHOCTU MUoKapaa.

2. 'nneptpodunyeckaa kapgmommonaTmns — BblpaKeHHas
rmnepTpodunsa NeBoro Xenyaoyka u MexokenygovykoBou
neperopoaKku.

3. PecTpuktuBHaga kapguommonatua — yMeHbLLIeHne
PACTAXXMMOCTU CTEHOK Xenyao4koB BCreacTesne
pacnpocTpaHeHHOro MHTepcTuymarnobHoro donbposa B
COYEeTaHUN C PE3KUM YTOJLLEHNEM 3HOO0Kap4a.

4. ApUTMOreHHaa KapanomMmmonaTtus
(omMcnnasmns) npaBoro Xenygodka.



OnpepeneHune

AputmoreHHasa aucnnasuga npasoro (IMx)
Xenyaoyka (aputMmoreHHasi npaBoXxenynodkoBagd
Kapanomuonartus) — 3abonesaHne muokapga
HEACHON 3TUONIOrMN C NPOrpecCcUpyroLmnm
dnOpPO3HO-KNMPOBLIM 3aMeLLEHNEM MUOKapaa
npenmyllecteeHHo 'DK; KnnHn4Yeckn maHudectTupyer
XenyaovykoBbIMU HapyLUeHUSAMU pUTMa cepaua
(>kenyaoo4ykoBOW SKCTPaCUCTONNUN,
NpaBOXXeNy4o4YKOBOM Taxmukapanun) ¢ BbICOKMM PUCKOM
BHe3anHou cepae4vHoun cmeptun (BCC) y nuu
Mosniogoro sBospacta (PXK).
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Nunatauua MK, runokmHesuns




MPT: ictoH4yeHue cTteHok [TXX n paclinpeHmne ero
NOSIOCTH




QHOomMmuokapanansHasa omnoncua MXXI n ceogHou

cTeHku [1K (obLwmnpHOe 3amelleHne Mruokapaa rMbpo3Ho TKaHbo, r’Mbenb
KapAWOMMOLINTOB)




AOIMXK. MauneHTtka A., 12 net
JlnnomaTo3 Mnokapaa NpaBoro XXenyao4ka




AOIMXK. MauneHTtka A., 12 net
Onddy3HbIn drnbpo3 Mrmokapaa xenynodkon (Okpacka
BaH-[130H)




OCHOBHbIE KITMHNn4eckme
cuHapombl KMI'

Kapanomeranums

CepaeyHast HeQoCTaTOYHOCTb
HapylLueHusa cepgedyHoro putma
TpomMb0O3MOONNYECKNN CUHOPOM



bonbHasa K., 6 mec., noctynuna
B peaHMMaLMOHHOoE
otgeneHne MOAI'KB 15.09.2013
B KpauHe TAXXeNOM COCTOSAHUMN,
nocne KrmMHn4ecKkom cMepTu.




AHaMHe3s }XN3HU

PebeHok ot || 6epemeHHocTH (| bepemMeHHOCTb —
HepasBuBatoLlasicsa, Men.abopT) ¢ NnpmM3Hakamm rmnokcum nroaga
(nony4yana ne4yeHme ambynaTopHo).

Poabl Ha 42 Hegene, camocTodaTenbHble, 6e3 natonornn. Macca
Tena npu poxxgeHun 3590 r, gnuHa — 56 cM. 3akpuyana cpasy, K
rpyav NnpunoXeHa B nepsble Yackbl. BoinncaHa U3 pogaoma Ha 4-
e CyTku. [lepuog HOBOPOXAEHHOCTU NpoTeKkan
don3noriornyecku.

BakuuHauusa: BLK B pogaome.

[Mpn HenpocoHorpadgum B Bo3pacTte 1 Mec. BbigBNEHa KuUcTa
COoCyaucToro cnrieteHusi. Habnioganacb HEBpPONATOIOromM no
NoBoAY MbILLEYHOW MTMNOTOHUK, Noslyvana mMmaccax c

NONMOXUTENbHLIM 3P dEKTOM. [0NOBY AEPXKUT C 3,5 MecC., B 6
MEC. He cnauT.

dusnyeckoe pa3BUTNE COOTBETCTBYET BO3PACTY.

3 nepeHeceHHbIX 3aboneBaHnn - OCTPbIN PUHOMAPUHIUT B 3
MEcC.




AHaMHE3 XU3HW

B Bo3pacTe 1,5 mec. pebeHok 6bIs
npokoHcynestposaH B HANCCX nm. A.H.
bakynesa, npoBeaeHa OXoKl[: oTkpbITOE
OBasibHOE OKHO 3-4 MM, YMEPEHHOE YBENUYEHNE
NonocTu neBoro xenygo4ka (J1>K) n nesoro
npeacepansi, YMEPEHHOE CHUXEHMNE
COKpaTuTenbHom cnocobHocTn mnokapaa JIXK
(dbpakuusa seibpoca PB 50% npu Hopme >60%).
OTme4eHa noBbILLEHHAA TPADEKYNAPHOCTL B
obnactu BepxyLukn n cpeagHen tpetn JIXK. OKI He
npoBoaunace.

3akrno4vyeHmne Kapaunorsiora. NOCTrMnoKCHU4eCcKasd
Kapaunonartmnd HOBOPOXOEHHbIX.



AHamMHe3 Done3Hn

15.09.13 aHem Bo Bpems Nporysnkn pedbeHoK BHE3aMNHO
«0OMSIK» B KOSIsiCKe, nobnegHern, He pearMpoBar Ha
BHELLUHME BO3[EeNCTBMS, OTMeYanochb apuTM1MYHoe peakoe
AOblXaHne ¢ nocneayoLen OCTaHOBKOM.

bbina Bbi3dBaHa «ckopas MeauLMHCKasa NoOMOLLb», Ha
MecTe pebeHKy nposoaunace W poT-B-poT 1 HENPAMOK
Maccax cepgua (B TeveHne 20 MUHyT).

CMI1 anarHoctupoBaHa KnnHundeckas cmepTtb, Y/
10/muH., Al n HCC He onpenenaiTcs; NpoBOAUIINUCH
peaHnMaunoHHble meponpuaTus: UBJ1 mewikom AmOy,
aedbunbpunnauma nponssoaunack 3 pasa, agpeHanuH 0,1
MKr - Ka)able 2 MUH B/M, Aekca3oH B/M. [ocne
BOCCTaHOBIIEHUSA cepnue6v|eHv|;| mHranaums O,

NHQOY3UA JonamMuHa.

[leBo4ka Oblna HeEOTNOXHO rocnutanuanposaHa B OPUT
MOIKB.



CoctosiHue npu noctynnennn 15.09.13 B 21.15

KpanHe Tsxxernoe, 6e3 co3HaHus. KoXXHble MOoKpPOBbI
LMaHOTUYHbIE, MPaMOpPHbIE, XONO4HbIE Ha OLLYMb.
[bixaHne - eauHUYHbIE BOOXU, HEAAEKTUBHbLIE. TOHbI
cepaua rnyxume, aputMuiHble, bpagmkapgms. 3padvku
OD=0S, 6e3 peakLunmn Ha CBET, MasHble 96n0oku
nnasatoLiue.

[lpoBeaeHbl peaHMMaLOHHbIE MEPONPUATUS
(caHauUmsi BEpXHUX OblXaTenbHbIX NyTen, NyHKUMOHHAaS
KaTeTepusauusa v.subclavia dextra no CenbanHrepy
Nnoa ceBOpaHHbIM HAPKO30M, Ha3oTpaxearibHas
nHTYOauus, annapartHasa BJ1 B pexxume BIPAP,
NHPY3UA gonamMmHa S MKI/Kr/MuH) - cepae4vHas
nesTtenbHoCcTb BoccTtaHoBunack, YHCC no 140 ya/muH,

"2 aYalBEIVAY B a\VZieo 3V Em iV FalE



CoctosaHme 15.09.13 8 22.00.

CynpaBeHTpukynsipHas Taxukapamnsa — YCC 215-240/muH., ALl
118/87 mm prt.cT., Temnepatypa tena 38,5°C. B/B cTpynHo
BBeAeH n3onTuH (6e3 acdbdekta), 3atem ATO (He3Ha4nTENbHbLIN
adbdekT B Buae cHmkeHns YCC go 188-190/muH, coxpaHeHmne
SKTOMUYECKOro putMa), dn3nyeckme MeToabl OXnaXxaeHus
(Tfemnepatypa cHuaunach Kk 37,7°C). HayaTta nHy3us
KopaopoHa 13 pacydeta 15 mr/kr B cyTku (1.0 mn/ B 4ac.),
ponamuHa 4% 5 mkr/kr/MmuH., 00Nt CHO BBOAUICH AeKcaMeTasH
0,6 mr/kr, koHBynekc 1 mn (200 mr)/4ac, npenapathbl Kanus;
Ha3Ha4YeHbl MEKCNOOJT, NA3nKC, KarnoTeH, BEPOLUMUPOH.

B ganbHenwem taxnaputmua peunamnsuposana B 0.00 s
2.00 (Ha ocmoTp - Banas agsuratenbHaga peakuyus), 3.30-4.00;
07.00 16.09.135, pasBunucb TOHUYECKME Cyaoporn c
YrHETEHNEM CepaeYHON AeATeNnbHOCTU. Tpuxabl NpoBOAMIACH
NOBTOPHadA kapanoBepcus - aecdomndopunnaumns 16.09.13 810.00
YPOBEHbL CO3HaHUA — Koma | cT. [NpoBoanncek MHQY3MOHHas
Tepanusa 50-80 mn/Kr ¢ BKNIOYEHWUEM MHOKO30-CONEBbIX
PACTBOPOB, CBEXE3aMOPOXXEHHOW nrasmbl.



IKI16.09.13 8 9.00

- YCC 70-200-240 B MmuH. NocTosaAHHAS]
peunanBmpytoLiasa npeacepaHas
Taxukapaus; 6asoBbIv CUHYCOBbLIN PUTM
80—105 ya/mMuH ¢ yanuHeHnem
nutepsana QT Ha 0,07—0,08 c; anu3oabl
domnbpunnaumnm npegcepanm c
abeppaHTHbIM BHYTPMXENY40O4KOBbIM
NpoBEOEHNEM, ABIIEHNA ANEKTPUYECKOMU

ansrepHauuu. NocToaHHbLIM CMHOPOM
WPW.



UCC 70-200-240 B muH. INPTI1T; 6asoBbin cuHycoBbin putm 80—105
ya/muH ¢ yanmHeHnem QT Ha 0,07—0,08 c; annsoabl dunbpunnaumnm
npegcepann c abeppaHTHbIM B/ NpoBeAeHNEM, ABMEHUS
anekTpuyeckon anerepHaumn. NoctoaHHbIM cuHapom WPW.

1%

4
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IxoKapaunorpagunyeckoe
nccnengosaHme B OPUT B 9.00

16.09.13.

- Ha dpoHe Taxukapgum c HCC 190-210
yA/MWH. PE3KOE CHUXEHMNE CUCTONMNYECKON
dyHKUMN JIK (PB 25-35%). YmepeHHas
aunataumna JIPK (koHeYyHo-anacTonmnyeckum
pasamep KOP 27 mm, npyn Hopme ao 25 mm).
[ToBbILLEHHAS TPADEKYNAPHOCTb BEPXYLLKM
JIK, Henb3s NCKNYNTL CUHOPOM
HEKOMMaKTHOro mmuokapaa (?).



HenpocoHorpadus 15.09.13: sxorpadpuyeckas
KapTUHa OTeKa NOAKOPKOBBLIX FAHITINEB C ABYX
CTOPOH, OorbLLEe cneBa, yMepeHHas
BEHTPUKYOMEranusi, NposiBNEHNs NocneacTBum
BHYTPUYTPOOHON MMNOKCUM

PeHTreHorpagmna opraHoB rpyaHOWU KNeTKu
15.09.13: B nerkmx 6e3 nHonnsTpaTUBHbIX
N3MEHEHWNN, KOPHU NETKNX CTPYKTYPHBbI,
avadparmanbHbie CUHYCbl CBODOOOHLI, cepaLle
6e3 ocobeHHOCTEN.

Y3W opraHoB OptOLLHOM NOSTIOCTU N NOYEK
16.09.13: andpdysHbIe NSMEHEHNSA B
NoXXenyago4Hou xenese, nevyeHn 1 Nnoykax.



JTabopaTopHble AaHHbIE

Hb_5,8%;lgG CMV 107es.

57r/n

34,13-10%n 0,491Mmonb/n

33.2% 60mMmKkMmonb/n

3,0-4,8mmonb/n

649*10°/n 89En/n
266Ea/n
691 Epn/n
rmmt 102 Eq/n
0,008-0,010
27,4 cek
1,87 r/n

76%




B12.00 16.09.13 BoccTaHOBNEH CUHYCOBbIN
putm: HCC 14 0/MUH. CUHYCOBBIN PUTUOHBIN PUTM,
CUHAPOM NpexaeBpeMEHHOro BO30yXaeHns
xenynoudkoB (WPW). O9xoKIl 8 12.0017.09.13:
HEKOTOPOE YBENTMYEHNE CUCTONMNYECKON (PYHKLINM
nesoro xxenygo4yka ®B no 43%.

17.09.13 8 10.00 - cocTtosiHne pebeHka ocTaeTco
OYEHb TSXenbIM, YypOBEHb CO3HaHus - koma lll. Ha
MBJI1. KoxkHbie nokpoBbl brnieaHble, akpoLnaHo3a
HET. B nerkmux xpunbl He BbICNyLWNBAOTCA. TOHbI
cepaua npurnyLeHsl, putm purgHein HCC
140-146/MUH., KOPOTKMUIN CUCTONMNYECKUI LLIYM
cresa ot rpyauHel. INeveHb +4,5 cm,
nanbnupyetcs Kpan ceneseHkn. OTmevaeTtcs
CNOHTaHHbIN pedonekc babnHCKoro ¢ AByxX CTOPOH.
[lacTo3HOCTL CTOmM.
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C 22.00 Ha XM3KT - «npobexkn» CBT c YCC 168-182/MuH.,

KOTOpble Nepexoannn B aNnu3oabl TpeneTaHnsa Nnpeacepann ¢
nposegeHnem 1:1 YCC 277 ya.8 MuH.
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SCHILLER MT-200 Holter-ECG - OgkuHa Kcenuna 17-09-2013 12-34 V----
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B 22.23 snun3oa ondpunnsauyum xxenyao4vkoB 3akaH4YMBaeTcd
oCcTaHoBKowW cepaua. Nocne paspsaaa gedomnbpunnsatopa

BOCCTaHaBNMBAETCS KpaTKOBPEMEHHO CnHYcoBbIN puTm (UCC
45-70 ya/mMuH).
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3aTeM pUTM HEYCTONYMBBIN C YepeLoBaHNEM
CyNpaBEHTPUKYIAPHON Taxmukapaumn, TpenetaHnn npeacepanu,
XKernyaodKoBOW Taxukapanuy «nmpyat», pudpunnauum xenyooykons

17.09.2013 12:34:265

T

J\/\/ AN /’\/\,\/\

T Hmneustano: 13.12. 2013 8:62:26 ____________ SCHILLER MT-200 SECG V 2.00




17.09.13 B 23.30 Ha thoHe KpaTKOBpEMEHHOW Bpaankapanum BO3HUKNA
acuctonus. NpoBoanMble peaHMMaLNOHHbIE MEPONPUATUS B MONTHOM 06beMe B
TedeHne 30 MuHyT - 6e3 acbekta. CmepTb KoHCcTaTMpoBaHa B 24.00.
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KnnMHn4yecknn gnarHo3

» OcHoeHOW: INepBuYHasa kapanommonaTus:
HekoMnaKkTHbIN M1UoKapA fieBoro xenygoudka. CuHapom
WPW. HapyLieHune cepae4yHoro purma: HenpepbIiBHO-
peunanBupyroLLLaa cynpaBeHTPUKYNApHas
Taxukapaus; TpenetaHue npegcepanm; xxenyaodkosas
TaxuaputTmums: TpenetaHne n onodpunnauns
XXenyao4ykoB. BHYTpUYTPOOHbLIN KapauT?

» OcnoxHeHnss ocHOBHOro: ApUTMOreHHaa gunnarauus
JPK. HegoctaTtouHoCTb KpoBoobpalleHus 2b.

- CocTosiHMe nocne KnuHmnyeckom cmeptn (15.09.13r).
[TocTrMnokcu4eckoe nopakeHne roioBHOro Mo3ra.
OTek BellecTBa rofioBHOro mo3ra. CyaopoXXHbii
cuHapom. [bixatenbHaa HegocTaTodHocTh Il cT.
CoctosHue nocne UBJI1 (3 cyTok) u peaHnmaymn.



[1aHHbIe ayTOoncun

- Ha aytoncum obHapyxeHa kapanomeranusa (macca
58,22 1, Hopma 37/,0), BbipaXkeHHasi TpabekynsipHOCTb
JIK. MmnoreHHaqa aunnartaumna nonocTen Xenygqo4dkos,
dombpoanacTtos aHaokapaa nesoro npeacepama n JHK,
pacLUMpeEHNE YCTbSA aopThbl, KOApPKTaLNS aopThl —
npeaayKrTanbHbIA TUM, TMNonia3ns HUCXOOSALWEN YacTu
aopThbl, pacLULMPEHMNE CTBOSA U BETBEN NETOYHOM
apTepumn, OTKPbITOE OBafibHOE OKHO M apTepuaribHbIn
npotok. Manasa macca nerkmx (macca 80,5 r, Hopma
115,0), HapyLieHune nobynsuum npasoro nerkoro. OTek
nerkux. NapeHxnmartosHaga ANCTpodua neyveHu, NoYex,
MuUokapaa. HabyxaHue BellecTBa ronoBHOro Moara.



Ha aytoncum obHapyxeHa B obnactn pubpo3HOro KosibLa MMTpanbHOro
KrnanaHa UMEenucb OKPYrmble YTOSLWLEHUS XPALWEBUAHOM NAOTHOCTN,
6enecoBaToro LUBeTa, TPM ANAMETPOM 2 MM 1 OAUH — 4 MM




Labombarda F, Maragnes P, Jokic M, Jeanne-Pasquier C. Sudden death due to
histiocytoid cardiomyopathy. Rev. Esp. Cardiol. 2011 Sep;64(9):837-8.

©®

. A: polymorphic ventricular
tachycardia refractory to
cardiac defibrillation. B:
yellow arrhythmogenic
histiocytoid nodules on
leaflets of tricuspid valve
(black arrows). C:
histological section of the left
ventricle displaying large
foamy granular cells (white
star) and normal myocardic
cells (black star).



[Tpy rucTOoNOrMYECKOM nccnegoBaHnum obHapyxeHbl o4aroBble
CKOMMEeHNs1 6OMNbLUNX MONUIOHAsTbHbIX «MEHUCTLIX» KNETOK B MUOKapAe w
9HAoKapae, nog anukapaoMm; B Mmokapae t1akke — pokycel pubpo3sa.
3akntoueHne: CMepTb AEBOYKN B BO3pacTe 6 MecsiLeB HacTynuna ot
cepaevHo-r1ero4HON HegoCTaTO4YHOCTH, 0DYCITOBIIEHHOW OCHOBHbIM
3aboneBaHnem cepgua.
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[1aHHOE KnnHun4eckoe HabnogeHne NNICTpupyeT
PEOKUN BapuaHT NepBUYHOU TMMCTUOLUTONOHAS
KapanomMmmuonaTum («kkCaHTOMHasi KapgmommonaTusi»,
«noKanbHasg nunuagHaga kapgnommonaTtums» ,
«MeHucTas MmokapananbHaga TpaHcopmMaumnsay,
«OHKOLIMTapHasa kapanomMmmonaTus).



Pepnkasa HacneactBeHHass KMI1 - npyyimnHa BHe3anHou
CMepTuN AeTten 0o 2-X NneT, NpenmMyLeCcTBEHHO rpyaHOro
BO3pacTa, Yalle pa3BMBaeTCcs y AeBo4eK (5:1)

AyTOCOMHO-peLeCCUBHOE NN X-CLUenmneHHoe
MUTOXOHOpMarnbHoe 3abofieBaHne - MyTauusi reHa
MutoxoHgpmansHon JHK, oTBETCTBEHHOIO 3a CUHTES
umutoxpoma C — gedunuut KosH3nM Q-uutoxpom C1-
peayKTasbl

N3 Bcex onncanHbix cnydaes [LIKMIT — 19%
BHe3anHas CMepTb Ha (poHe «300pPOBbSI»

Hanbonee yactaga maHndectaunsa — pasButune
CYNPaBEHTPUKYINAPHON U XKeNnyao4uKoBOW Taxmkapauu,
He Kynupyrouwlencs HUKakKMMm N3BeCTHbIMU
aHTUapUTMUKamMm

Y 10% nauneHToB BbigBngetca Wolff-Parkinson-White
syndrome, 4YTO CBUAETENLCTBYET O AN PY3HOM
Xapakrtepe nopaxxeHust Mmokapaa u MoXxeT ObITb
MapKepPOM TSXKECTU 3aboneBaHus.



Ixokapauorpadunveckne nsMeHeHusa He cneunguyHbl.
YacTo HabnogaTcsa cCMMMETpUYHasa nnm
acCUMeTpUYHas rmnepTpodusa Mmmokapaa
NpPenMyLLLECTBEHHO JIEBOIO Xenyaoyka u ero
noBbIlLeHHAa TpabekynspHocTb. BI1C: OAMXKII. AMIII.
[Mnonnasunsa nesbix oTaenos cepaua.®mnbpoanacros
9HOoKapaa.

Mo)xeT coyeTaTbCsa C APYrMMnU NOPOKaMn pasBUTUS:
pacuienneHue Teepaoro Heba, rugpouedanus,
MUKpodoTanbMuUA, KaTapakTta, areHe3nst Mo30JINCTOro
Tena)

[uctonornyecku I'LUIKMI1 xapaktepusyertca Hanndnem
XenTtoBaTo-6enbix y3enkos (nog aHaokapgom JDK,
nanuNNSapHbIX MblWLUaX, y OCHOBAHUA MUTPASIbHOIO,
TPUKycnuganbHOro, aoptasibHOro KranaHoB) —
CKOMMEeHMEM MCTUOLNMTONOHbIX NOTEHUMANBHO
aPUTMOIEHHbLIX KINETOK.



[eHeTu4veckue (IF'KMI1, AOIMX)

CMellaHHble reHeTn4YecKkne u
HereHeTnyeckne (OKMI1, PKMIT)

[TpnobpeTeHHbIe
(BocnanutenbHble KMIT —

MUOKapPAUT)

[lepBUYHbIE &

KMTI1, npn KOTOpbIX UMEET MECTO
reHepann3oBaHHoe
(mnonuopraHHoe) 3aboneBaHue, a
cepgue - nuwb OOWH U3
nopakeHHbIX OpPraHoB..

BTOpUYHbIE [~

* American Heart
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Kapnuu I''A. , 12 ger (30.06.2004)
21.11.16- 07.12.16 BCMII B MJII'KB.
06.02.17 - 10.02.17

/KaJj100b1 IPH MOCTYIJICHUM :
Ha xammens
OJBIIKY IPY HEOOJIBIION (DU3NUECKON HArpy3Ke .
Ha oTtexn HM)KHUX KOHEYHOCTEH .
becnokoncTBO
Ha cumxenue annerura.



Anamnesis morbi

Co cinoB marepu, 10.11.16 mosiBUIMCH CIEAYIOIIHUE >KaTOObI:
KallleJlb,  OJBIIIKA, BEUYEPOM  IMOSABUINUCH OTEKH  HUKHHUX
KOHECYHOCTEH, OTMEYAJIOCh MOCHMHEHME I'y0 M HOI'TEBOM JIOXKH.
[IpyHuMmain : OpOHXUKYM , MHTEpPEPOH , ayTerMUH - 0e3 3 deKra.
Houbro cOCTOSHHE YXYAIMNIOCH, ObLI TOCIIMTAIN3UPOBAH.



Anamnesis vitae

AHTeHaTtanbHbIU nepuoa : pebeHOK OT  rnepBou
bepeMeHHOCTH, nepBbIX podoB (2,3 — s OepeMeHHOCTU —
3amMepLuune), npoTekaBLllen Ha poHe aHeMuUM , nmenoHedpuTa
Ha 5 Mecdue , yrposbl npepbiBaHMA Ha 5 Mecdue, 1-Xx
O9KCTPEHHbLIX POAOB MNyTEM KecapeBO cedeHusi . PebeHok ¢
NpuU3HaKamMm BHYTPUYTPOOHOW r’MnoTpodoni.

XapakTepucTtnka HOBOPOXAEHHOro: poausicst AOHOLLUEHHbIM
(38 Hen.)c 3BYP: macca npu poxgenun 2300 r., anvHa tena 48
cM. OueHka no wkane APGAR - 7/8 6annos. 3akpuyan cpaay,
nocnepogoBoun nepuon 6e3 ocobeHHOCTEN.

BckapmnmBaHue pebeHka: Ha rpygHomM Ao 4 MecsiLes.
B 6 mecsueB He cugen , crnabo gepxan ronosy.

JANMaeMmnoriorm4ecCKMn aHamHes: B Bo3pacte 4 —X Mec.
nepebonen OPBUW c¢ anusomamun nuxopagkm . C 3TOro xe
BO3pacTa: yTpaTtou NCMXOMOTOPHbLIX HaBbLIKOB W B OalibHEULLen
3aePXXKOU NCUXOMOTOPHOIo U pevyeBoro pasBnTus

Pooutenn 300poBbl, Y MamMbl — HeaeddpupeHumpoBaHHagd
avucnnasuga coeauHUTENbLHOM TKaHu; nana — CropTCMEH.



Anamnesis vitae

25.05.05r (llmecsueB) ObLT mocTaBiaeH jauarHo3: IlocimeacTBus
TUIOKCHUKO-HUIeMudeckoro nopaxenus LHIHC.

B 09.2005r - BpoxjaeHHast MbIlIedHast MUOAUCTPODUSI.

2007r guarHo3 — CHHIPOM JOUCIUIA3UA COEIWMHUTEIBHOW TKAHU?
['unoronnyeckuii — acratuueckui cuHgapom? IlceBaoOynbOapHbIi
cuaapoM? CucremHass MUOIUCTpous ?

B 2009 r Obuia mpoBelieHa KOHCYJIbTAllMsl F€HETHKA. 3aKIIOUCHHUE:
MYTaI[iil HE BBIABIICHO.

B 2010 - BpoxaenHas cucteMHas Muoauctpodus. Jlucmiazus
Ta300€/IpEHHBIX CYCTABOB. 3aJIepKKa IICUXOPEUYECBOIO pa3BUTHSI.

B 2013 r KoHCyJIbTAlIMST KAPJIMOJIOTA — MATOJIOTUM HE BhIsIBIEHO (DKIT
B HOPME) .

2016 r OXOKI': gunataimOHHAS KapAUOMHONATHA CO CHUKCHHUEM
(dpakiuu  coOpoca  000MX  KEIYAOYKOB , HEAOCTAaTOYHOCTH
MUTPAIBHOTO KJjaraHa 1,5 CT. ¥ TPpUKyCHuIadbHOIO KjamnaHa 3-4 CT.
HK 2 a cr. OKI' — BbIpaX€HHBIC HApPYyIICHUS IPOIECCOB
peIoJIsIpr3alIiH.



MaumneHT K.12 ner
OuarHo3: lnnsataumoHHas
KapavomuonaTtus

KOHcy.ﬂ bTrauunsAa reHetTuka.

3akntoyeHne kapuotuna: 46 XY

NebtoT 3aboneBaHuA c 4 Mec C yTpaTon
NCUXOMOTOPHbLIX HAaBbIKOB U AaribHENLLEN
3aEePXXKOM NCUXOMOTOPHOIO U PEYEBOro PasBUTUA

Mpu ocmoTpe: MuKpoLedanus, runonnasus
HagOpOBHbIX AYr, LUMPOKasa nepeHocuLa, npsMas,
LLIMPOKasa CNUHKa Hoca, aHOManusa npukyca,
aHomanus pocTa 3y60B, HU3KO Noca)eHHble YLLK,
MHOXXeCTBEHHble AedopMaLnmn NO3BOHOYHUKA U
rPYAHOWN KNETKU, MHOXECTBEHHbIE KOHTPaKTYpPbl
KPYMHbIX CyCTaBOB U NarnbLIeB KUCTEN PyK.

TeTpanapes, 3afepkka peyeBoro pasBuTus.

AundcdepeHumanbHbIM AMArHo3 NpoBoanUTCS B
rpynne HacnegCcTBeHHbIX MMOgUCTPOdumn C
nopaxeHnem rosioBHOro Mosra, B T.u.
Mwogunctpoduammn-OuctpornmkaHonatusamm
(Mnoguctpodmen dykyama, MeHee BEPOSTHO

Yonkepa-Bapbypra cuHapom)




HacTtoslwee cocTosiHUe
1.001mee cocToaHME; TIKEIOE

IToJs10:keHune 00JILHOI0: BBIHYKICHHOE

IToBeneHue 00JIBLHOIO: TUIAKCHUB

Co3nanue 00JbHOr0: sicioe (LIKI' 15 6amion)

Bec-13.600 kr; poct-116 cm; UMT= 9,66; OI'-47 cMm; OI'K-52c¢cmMm;
OII- 10 cm; Ob-19 cm.

Ko:xHbIe MOKPOBBI : OJICIHBIC C BbIPAKEHHBIM MPaMOPHBIM
PHUCYHKOM, CYXHE ; aKpOLIMaHO3

2. Tej1oc/105KeHME | HETPABUIILHOE

KOHCTUTYIIMA | aCTCHUYECKas

I1oAKO0KHO-KUPOBAA KJIETYATKA: UCTOHYECHA

Typrop Tkaneii: ymepeHHO OcCaa0aeHHbIN. OTEKN HUKHUX
KOHEYHOCTEH ( TOJICHEH U CTOII)

3.JIumMdoy3J1bl :€AUHUYHBIC, SJ1aCTUYECKOM KOHCUCTEHIIUH,
0e30011e3HCHHBIE, TOABHKHEIC.



4.MplllledHasi CHCTEeMA: MbIIIICYHAS JUCTPOPHUS

5.KocTHO-cycTaBHasi cucTeMa: crudareiabHas KOHTPAKTypa
IIPABOTO JIOKTEBOIO M JIYYE3AMACTHBIX CYCTaBOB C JIBYX
CTOPOH U MEX(]aJaHTOBBIX CYCTABOB - «KOI'THCTOM JIambD.

6.CucremMa OpraHoB JAbIXaHUA: B MUHYTY, OJIbIIIKA
YCHJIMBAIOMIASICA B TOPU30HTAIIBHOM MOJIOKEHHH.

AyCKyJIbTaTUBHO: JbIXaHWE B JIETKUX OCIJIA0JIEHO CJIEBa,
XPUIIbI-BIIAKHBIC, MEJIKOTTY3bIpUaThIE.

7.Cepae4Ho - COCYAUCTAsA CUCTEMA: BEPXYIICYHBIA TOTYOK —
JOKaJIn30BaH B VI M/p ,pa3nTon, CMEIICH BHU3 U BJIECBO.

Tonsbl : tmyxue. lllymbl - orcyTcTBYrOT. 1lynbc: pUTMUYHBIN,
CUMMETPUYHBIN,  YIAOBJIECTBOPUTEILHOIO  HAIOJIHEHUS W
HanpspbkeHusa. YHCC=123 yn/mun.; AJ/l= 98/51 MM.pT.CT.

I'paHMubl OTHOCUTEJBHOM TYIOCTH CepAlA: JIEBAasA- IO
NEPEIHEN aKCWIAPHOW JWHWAM, MpaBas - +lcM oT Kpas
IPYIAHBI, BEPXHSS - 3 pedpo.



8.MuweBaputenbHasa cucrema
A3bIK: BNa)HbIN, YNCTbIN.
XKuBoT: MArknm , 6e3dones3HeHHbIn

[MeyeHb : + 1,5-2 cM 13 nog Kpaga pedbepHon Aayrn ,NroTHadA
npu nanenaymn , 6e3bonesHeHHas .

Cene3eHkKa : He nanbnmpyeTcs.

Ctyn: dumsmonormnyeckme oTrnpasrieHNss — B HOpPMe.
9.MoyenonoBasa cucrema

[TonoBble opraHbl = COOPMUPOBAHbLI MO MYXXCKOMY TUMY.
MoueuncnyckaHue .cBobogHoe, 6e30one3HeHHOE.
10.HepBHaA cucrtema u opraHbl YyBCTB: CO3HAHMNE ACHOE,

0O4aroBol CUMMNTOMATUKM U MEHUHrearnbHbIX MPU3HAKOB HET.
3paykm CUMMETPUYHbI, Ha CBeT pearupyer. Ha ocmoTtp
pearvpyeT ageKkBaTHO , KOTHUTUBHbIE PacCTPONCTBA.
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MATKE"

01.12.2016 10:32:39 J rBY3"MArKE"
. nayeenta : Kapnuy Feoprui Ne nayventa 95000-16 |

01.12.2016 10:32:39 |

Vma nauventa : Kapnuy Meopruit Ne nayventa 95000-16

AGpano: BouiGpano:

01.12.2016 11:3!

0 mmmy 25,0 mmis © 01122016 18:48:27 HCC: 116/muH

s0h 1512 512 -1 512 504- igsp i -adgl i 3 s
8 1400 |1 i M2 AT A 119 631 11 436 e MY 1 170118 ¢ 120 12071 Hg

.12.: :48: Yce:
100 m:/mv 25.0Hmmls ; i it :....9“"12""‘",';{ . S . . .0 mmimy 25,0 mmis

800 .. 400. - s6B 552
SAABREE L 108 B 7
o 0 mmimV 25,0 mmés 77791.12.zn1sH1s:s4;1 _MCG: 1291man

WK DK H GHT
06bITHE BAGPAHO NONb3. 3

584 84 80, 392 360. 445 456 i 440 | 34 | 44 | 415 | 4800 448 b Juise2tn ol dhoc i : 440 528 ’im 1295;‘25& ljggj\/(/J
102 1102 0 102 25 1 453 1 1661 133 1 131 1. 136 | 156 1133 1 144 0 1251 1. 133 1 i LAILA9 A 10t % 2. 1001436 1} 80 .. 1 113 122 .192 \202/1208"

01.42.2016 16:37:11 10,0 mmimV 25,0 mmis _.0112.2016 18:5415 " ’ 10,0 mmimV 25.0 mmis
3 NS e K H s i ] H Wi

76.. 400 344 336 328 376 800 i is76 | ‘se8 568 5 544 PR : b : BN 3 296‘!! 86, //qu/d 600 - ssa 502
¥69'( 1501 163°) 1741 178 1 1821 1591 75 04 v 104 105 11 107 1 o105 1 ! HRECI] i 12

sz l202) 3 100 0 105 1 101

Haneuarano: 02.12.2016 12:12:52 SCHILLER MT-200 Holter-ECG V 2.00.8

Harleuarano: 02.12.2016 12:12:53 SCHILLER MT-200 Holter-ECG V 3.00.8 814




KAPIWY FEOPTUIA, 12 NET Mi1.2 Tis0.2 3S-RS

GE Healthcare
11122116 12:56:17 PM USR 95000-29 amleatas

Bapocnbii GE Healthcare KAPIY FEOPTUN, 12 NET MI0.26 Tis0.2 3S-RS

@[ __ B [o5]] 11122116 12:65:27 PM USR 95000-29 el Bapocnbin

_ YacTt. 3.6 MH: -

1 IVSd 0.58 cm| " Yewn, 68 B CHI )
IVSs 1.16 cm EIA 112 Ly _ YacTt. 3.6 MH:
LVIDd 4.57 cm 5‘_ KapT. DIO = \E/;::n 1!';2
LVIDs 3.86 cm G Bgva 15é(1’ M 5 KapT. NiO
LVPWd 0.32 cm| s rny6. 15.0 cm

FR 34 Hz HDR 66
LVPWs 0.64 cm ~ Mow. 100 % " FR 12 Hz
EDV(Teich) 95.89 ml "y XBea m Off " Mow, 100 %
ESV(Teich) 64.42 ml RSt Lo fo— SBeamOn
EF(Teich) 32.83 % = Z =
SV(Teich) 31.48 ml - =
%FS 15.49 %| il - oF

2 Bpems  479.20 msyg g~ [cm — 45015 YacT. 2.2 MH:

ycc 12521 BPM| - Yeun. 15

; = LIA 13
CO(Teich) - Mow. 100 %
Cl(Teich) 5 " A PRF 4.3 kHz

5 = WF 679 Hz

- d 7.34 cm| == 7" SIP 1110
RVIDd ‘ =

- . —_
10 { -50 Yact. 2.6 MH:
\ = Yeun. 9
l i Mow. 100 %
t - PRF 5.3 kHz
WF  214H
1 | T | | | | | .[cmls] sV 6 &
d 4 -1 0 DR 48
: SVD 43cm
GE Healthcare KAPMWY FEOPIUW, 12 NMET Mi1.2 Tis0.2 3S-RS
11/22/16 12:58:06 PM USR 95000-29 ——lmmlem Bapocnbii GE Healthcare KAPIY FEOPTUN, 12 NET MI0.5 Tis0.3 BC-RS
@ ~B CHI 112216 1:12:37 PM  USR 95000-29 ——lemiem Bspocnbii
1 IVSd 0.64 cm = ;::; 353 MH: 3 H—"
o g - ™acT. . z
IVSs 1.22 cm| - EIA 112 Yeun, 62 4
LvIDd 4.25 cm 5 KapT. DI -EIA 13
LVIDs 3.73 cm| A Bayﬁ. 15é(1) cM KapT. DIO
~ ny6. 1.0 cm
LVPWd 0.64 cm - FR 34 Hz DR 78
LVPWs 0.97 cm yMow. 100% 2°FR 20 Hz
EDV(Teich) 80.76 ml] . i )B(g:a m 8:: _ )I\élgg.: mﬂ())(;f %o
A ) +
ESV(Teich) 59.41 ml < Bt o m 2l

EF(Teich) 26.44 %
SV(Teich) 21.35 ml
%FS 12.12 %)

2 Bpemsi  479.20 ms|
ycc 12521BPM]
CO(Teich)
Cl(Teich)

--d

RVIDd

_ [cm]S—




OXO-KI

22.11.16 YnsTpasBykoBoOE

3akrnoyeHume:;

NUccreanoBaHue.

HebonbLuag
aunartauma nosioctu NeBoro
Xenygodka C BblpaXXeHHbIM
CHUMXKEHNEM CUCTONMnNYEeCcKou

dyHkummn (OB 18-34%).
BoipaxxeHHas
HEeOOCTaTO4YHOCTb
TPUKyCNUAanbHOro KnanaHa
,0es NOBbILLEHUSA
pacyeTHOro [daBfieHMs B
nerovHou apTepumn.

OTKpbITOE OBalfibHOE OKHO
anameTpoMm o 3 X 4 MMm.
MHOXeCTBEHHbIE OOBbEMHbIE
obpa3oBaHus B obounx
Xenyoodkax????

30.16r 9xo — KI™ : pac4yeTHOe OaBneHNE B
NeroYHou

aptepuun go 22/8 npu Hopme go 30/10
MM.PT.CT..

3aknyeHue: BoipaxxeHHOEe CHUXKEHNE
CUCTOJTINYECKOU

dyHKUMKN NeBOro xenyaoyka — 6es
anHamukn ©B=28-41%
(Teichholtz-Simpson)

CpaBHUTENBbHO ¢ OX0-KI" oT 22.11.16:

[TaTonormyecknx oo beMHbIX
obpasoBaHM B NONOCTU cepaua

He onpenenseTcs.




Bropuynaa JKMI'1. HapyweHne cepaeyHoro putma:
YyacTasi XXenygodkoBasi aKcTpacuctonus (Kynnetsl,
TPUNNEeTbl), NAapOKCU3ManbHas XxenyaovykoBas
Taxnkapausi; MHOXXeCTBEHHbIE TPOMObI B 000UnX
xenygoudkax; HK [IB OKII

HAukorcuH - 0,25 % no 0,02 mn 2 pasa B 8-20 4
BepownupoH - no 0,75 mr kr/cyt1 pas B 16 4
dypocemug - no 1 mr-0,75 mr/kr/cyt 1 paz3 B 8 u
Kantonpun - no 4 mr 3 pasa

KopaapoH 10 mr/kr/cyT. — 4 mr/kr/cyT

[TaHaHrnH - no 1 Tab 2 pasa

®parmunH 1250 EL] n/k 1 pas/cyT

Lledptpmnakcon 600mr 2 pasa/cyTt 10 gHen



OvHaMuka Ha poHe Tepanuu
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MaumneHT K.12 ner
OuarHo3: lnnsataumoHHas
KapavomuonaTtus

KOHcy.ﬂ brauunsd reHeTukKa.

3akntoveHune kapuotumna: 46 XY

He6loT 3aboneBaHuns c 4 Mec C yTpaTon
NCUXOMOTOPHLIX HAaBbIKOB N AanbHeullen
3a0€EpPXXKOM NCUXOMOTOPHOIO N PEYEBOIO Pa3BnTUSA

Mpu ocMmoTpe: MuKpouedanus, runonsiasus
HagbpOBHbLIX OYr, LUMPOKas nepeHocuua, npamMas,
LLUIMPOKas CNNMHKA HOCa, aHoMarua npukyca,
aHoManusa pocta 3y0oB, HA3KO MOCaXXEHHbIE YLUN,
MHOXeCTBEHHble aeopmMaLmn NO3BOHOYHUKA U
rPYOHON KNETKU, MHOXECTBEHHbIE KOHTPaKTYpbI
KPYMHbIX CyCTaBOB U NanbLeB KUCTEN PYK.
TeTpanapes, 3agepXKa pe4eBoro pasBuTus.

OuddepeHUumanbHbIX AMArHo3 NpoBoAUTCS B
rpynne HacrnenCTBEHHbIX MUOgUCTPOouUn C
NopaxeHMeM rosioBHOro Mo3ra, B T.u.
Mwuoguctpodunamu-AucTpornnkaHonaTnamm
(Muoguctpodmen dykyama, MeHee BEPOSTHO

Yonkepa-Bapbypra cuHapom)




Hocurean MJUL xen-
CKOTo nosa

MJ1B
AYTOCOMHO-AOMHHAHT-
Haga MJID]1 wim npox-

CHMAEHAA NOMWHAHT-
Hag INKM/1 1B tiHna

IMKMA

BpoxeHHas Muey-

Hag gucTpodHs

KM 21 ina

X-cruerenuas MDA

ATAKCHY DpHapenxa

MHOTOHHYeCKAY

JHCTPOdHY 1-10 THNA,
JeTH 1-10 10JIa XH3HH

MHOTOHHYECKAS JTH-

crpodus 1-ro THIA

Jictpodmn

Jlamun A/C

CapkoriHKans
opB.vd

o’-JIAMHHHH

DYKYTHH

DMepHH

[eH (hpaTakcHHa

[eH NPOTeHHKHHA -
3 MHOTOHHYECKOH

AHCTPOPIHH

[eH NMpOTeHHKHHA-
3K MHOTOHHYCCKOH

JHCTPODHA

JIHATANHOHHAY

JiHnaranHoHHas

JlMnaranMonHag

JlunaranMonHas

Penko

aneprpodwmieckay

Taneprpodmveckas

HekoMnakTHHH
MHOKAPJLJIEBOTO
EeviaouKa

Yxopouernne HaTepeasa PQ, yiuim-
HeHHe HHTepBana QT, runeprTpo-
ug TDK, rmy6okua svéernt Q s 11,
111, aVE, V5, V6

Her

HapyuieHHe nNpoBoIHMOCTH
cepaua

HapyieHHS MPOBOAHMOCTH: YIUTH-
HeHHe wHTepBana PQ W cHHYCOBad
OpaaHKapans

Henonuas 630KaAa npapod HOXKH
nyuka Iuca, puicoxu# ayeenn R s VI
H V2 oTBeieHHAX WIH 6A0Kaaa
NIEBOH nepejiHeN BeTBH

Her

AB-GioKana ¥ 6/10Kaa HOXeK
1ydxa Iuca, po3pact Havaia
HOBAHHA NOAPOCTKOBLH HAH Y4YTL
crapue 20

Hapyie Hus npoBOAHMOCTH: VIUIH-
HenHe uurepsana PQ U cunycosay
OpaMKapaHs

Hupepcry 3y6ua T, oTKI0HeHHe
SAEKTPHUSCKOH OCH BIIeBO H Hapy-
EeHHE PENOASPHIAIHHA

Hapyiie HHg NpoBOAHMOCTH, YIUIH-
HeHHe HaTepBana PQ, pacumpe-
HHe KoMmiuiekea QRS

HapyuieHHS NPOBOAMMOCTH, YIUTH-
HeHHe HaTepeana PQ, pacimpe-
HHe kommuiexca QRS

TaxHKapAHA, CHHKCHHe BapHa-
GAALHOCTH YACTOTH CepeYHRX
COKPALCHHH, NpeXIIeBpeMeHH e
KeNVIOUKOBKE COKpPALIEHHS (58 %
MALHEHTOB K 24 rojiaM)

HeTHnwunu
Kaxk nps MJJ1

DOHOPHIVIFIHA HAH TPerieTanus
npejcepiaHi H OCTAHOBKA Npejl-
cepann

Her

Ipencepiunie apUTMHH 1/ HIH Xe-
JIYAOYKOBLIE ADHTMHH

DOUOPWUILLNA WK TPelleTanus
npeAcepAri 1 OCTAHOBKA 11pejL-
cepiaMn

KenyaouKOBHE apHTMHH

DHOGPHIILLHA H TPENeTaHHe
npescepani, noaHas AB-G10Kana
cepana

DHOPHUIFIHA H TPeNeTaHHe
npejcepMi, noaHas AB-6iokana
cepana




[eHeTu4veckue (IF'KMI1, AOIMX)

CMellaHHble reHeTn4YecKkne u
HereHeTnyeckne (OKMI1, PKMIT)

[TpnobpeTeHHbIe
(BocnanutenbHble KMIT —

MUOKapPAUT)

[lepBUYHbIE &

KMTI1, npn KOTOpbIX UMEET MECTO
reHepann3oBaHHoe
(mnonuopraHHoe) 3aboneBaHue, a
cepgue - nuwb OOWH U3
nopakeHHbIX OpPraHoB..

BTOpUYHbIE [~

* American Heart

Il YW AY AY 2



l IPUHLUNBI Tepanun KapanarnbHOW
naTtonornmy geten ¢ MmogncTpodpuammn.

HPC — aHTnapntmuku, nmnnantaums MBP
(MKC), kapgnoBepTep-aedondopnnnaTop
PemogennpoBaHue Mnokapaa, CUctonnyeckas
n/vnn gunacronunyeckas ANCcyHKUmMs Mm-ga —
MAT®, 3-bnokaTtopbl, ANYPETUKM,
aHTUKParynsHTbl

HaHHble 10-neTHero HabnOeHNUA yKa3biBaloOT
Ha 6onee HU3KNUN YPOBEHb CMEpPTHOCTU cpeau
NnauMeHToB, KOTOPbIM ObINTIU N3Ha4YarlbHO
Ha3HauyeHbl AP nnm komouHauma MAIO +
B-OnokaTopbl
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'Poccuuckozo yHuUsepcumema dpy;KGbl
: Hapodos &y

- MeduuyuHckuu UHcmumym
¢I7KII4P - —
b ,



MOPOIOBCKNAR AETCKAS TOPOACKAS
NHAIKHMYECKAR BONLHMMUA

KAHTEMWPOBA M.I'., KOPOB/HA O.A., HOBUKOBA 10.1O.,
[MPOJbIM'MHA E.A., CEMEHOBA J1.I'1., OPJIOBA H.B.,
IOMATOBA O./.
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Kaghedpa neduampuu POCCUlj!KOZO YHUsepcumema opyx6bil Hapodoes,
Mopo3oeckass demckasi 20po0cKasi KnuHuU4Yeckasi 6osibHUya




SKI (neps. TKMTI1) HeonpeneneHHoe nonoxxenmne S0C.
CuHycoBbin pyutm ¢ HCC 100 ya/muH. OTMevaeTcs naTonorn4yecku
rny6okunn 3.Q B otBegeHusx ll, lll, avk. Amnnutyna 3.R B Tex xe
OTBeaAeHUdAX 3Ha4YNTEeNbHO CHMXeHa. (EpmoneHko B.C. 2016)
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OxoKI (I'KM |_|)Z acMMMETPUYHOE yTorLLEeHNe MMokapaa nesoro xenyaodka (MXKI 12mm, 3CIK S5mm),
npaBbIN Xenyaoyek He yTonuieH. NMonocTb nesoro xenyaoyvka ymeHblueHa (KOP/KCP 28/15mm), pasmepbi
OoCTanbHbIX MOMOCTEN B Npeaenax Bo3pacTHOM HopMbl. Cuctonnyeckas yHKLUA NeBOro xenyaoyka nosbiweHa (OB
no Tenxonbuy 80%). HapyLwweHne gnactonudeckon gyHkumm nesoro xenygodka (E/A >1,0; E 0,8 m/cek; A 0,7 m/cek)

DTIMXIM e/a/s - 0,08/0,11/0,08, 3CJTXK e/a/s 0,08/0,06/0,07 KpynHble cocyabl knanaHbl HE U3MEHEHBI.

O | » i v .
1L 0.8 cm] e .
i : 1L 0.5 ¢
: Time 623 ms 5., W L2
HR 96 BPM . - : ;
CO(Teich) 2.25 min - N
1 IVSd 1.3 cm 104 = = 2 ‘ .
IVSs 1.7 cm . N
LVvIDd 2.8 cm) !
LVIDs 1.5 cm = — s i ; »

LVPWd 0.5 le_—
LVPWs 0.7 cm

EDV(Teich) 29 ml s
ESV(Teich) Gml *

EF(Teich) 80 %/ EGT & - 2 =
SV(Teich) 23ml 4

b b
it . 10,

A7 %]

T b bl

%FS




PeHTreHorpamma opraHoB rpyaHOUN KINeTKU

naumeHTa c nepsuyHou [ KMTI1. (KTM 0,5)
N




