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OnpenaencHue. /J[aHHbIEC CTaTUCTHKM.

CUHJIPOM HEKOMITAKTHOI'O MUOKAPIA JIEBOI'O KEJYIOYKA
(HMJIK) - onvH W3 pelKUX BUJIOB KapAMOMHUONATHN, BPOXKICHHOE MOPAXKECHUE
MHOKapJia, SBISIONIEECA CICACTBUEM HAPYUICHUS €ro pa3sBUTUS HA JTane
AMOpHOreHe3a U XapaKTepU3yIOIIeeCs MOBBIIICHUEM TPAOEKYISIPHOCTH MUOKap/a,
KaK MPaBUJIO, JIEBOIO JKEIYJAOYKA M HAUIMYMEM DIYOOKHUX MEXKTPaOCKYJISIPHBIX
IPOCTPAHCTB (JIAKYH), COOOIIAIOMINXCS C TTOJIOCTHIO KETYT0UKA.

B o0mieit nomynsiuu pactpocTpaHEHHOCTh MO0 HEKOTOPBIM OIIEHKAaM COCTABIISIET OT
0,05% o 0,25% B rox, B TO BpeMs Kak MO JTaHHBIM SMIUPUYECKUX UCCIEIOBAHUMN
20 cpenu Bcex B3POCIBIX NAMEHTOB, poieamux Jxo-KI'-uccnenosanne, HMJDK
obi1  oOHapyxeH y 0,014% - 0,26%. Cocrabuger 9,2 % cpeau Bcex
TAArHOCTUPOBAHHBIX KapJAUOMHUOIATHM, 3aHUMAECT TPEThE MECTO B CTPYKTYpE
KapJAMOMHUONIATUH TTOCIIE TUIIEPTPOPUUECKON U TUIIaTallHOHHOM.



OMmOpuorenes. CTpocHHUE.

MpllieuHas TKaHb CEpJIa Pa3BUBAECTCI U3 MUOIMUKApANAIbLHON IIACTUHKHU
CIUITAHXHOTOMAa Me30AepMbl. [Ipu 3TOM MUOKap] NpeacTaBisieT COOOW CETh
BOJIOKOH, Pa3/IeJICHHBIX IMIUPOKUMHU MOJOCTAMH (CHHYycOuAaMu). Mexay S5-ii u
8-1i HeeJsIMU SMOPHUOHATBLHOTO PA3BUTHUS MPOUCXOIUT OPTraHU3aIUs CEPICUHON
MBIIIIBI — YIJIOTHEHHE CETH BOJOKOH M CYXEHHE MEXTPAOCKYISPHBIX JIAKYH.
OOHOBpPEMEHHO C 3TUM  MOPOUCXOAUT  (OPMHPOBAHHWE  KOPOHAPHOTO
KpOBOOOpAIICHUSI, MEXTPAOEKYISIpHbIE MPOCTPAHCTBA YMEHBIIAKOTCS 10
pa3sMepoB KanmwuiapoB. Ilporecc «KOMIAKIMU» MHOKapAa IPOTEKaeT B
HaIlpaBJICHUU OT OCHOBaHMs (0a3uca) cepAla K ero BEpXyIIke U OT MUKapJa K
SHI0Kapay. B pe3ynprare HapylleHus HOPMAJIbHOTO TEYEHHS ATOTO Ipolecca B
CepAllE HOBOPOXKJIECHHOTO OCTAIOTCSI 30HBI HEKOMIAKTHOTO MHUOKapaa ¢
MOBBIIICHHOW TpaOeKyJsapHOCThIO (Oojiee Tpex Tpabekyn). Ilpu »Tom
o0pa3yroTcs NIyOOKHe MEXTpaOEKyJIsIpHbIe IPOCTPAHCTBA — JAKyHBbl WU
CUHYCOU/IBI.



Otuonorus. Kinaccudukammus.

« Otuonoruyeckue GakTopel, npuBojAmMe kK pazputuro HMIDK, mano
U3YYEHbI, HUMEIOTCI JIaHHBIE O HACJIEIACTBEHHOM XapakTepe JTOro
3a0osieBaHMsl. OTMEUAIOTCS KaK CIIOPaIUYE€CKUe ClIydyau, TaK U CEeMEHHbIC
(bopMBI 3a00JI€BaHMS.

Paznuuarom 2 muna nacneoosanusi:
«  AyTOCOMHO-JIOMHAHAHTHBIN THII
+  CLEINIEHHOE ¢ X-XpOMOCOMOM HacjenoBaHue (okono 44 % cimydaen).

Haiinensl MyTalMu I€HOB, KOAUPYIOIIME OMOCHHTE3 O€JIKOB, UIPAIOIIUX
BOXXHEHIIYIO POJIb B OpraHU3allMM IIUTOCKEeeTa KJIETOK U AMOPHOHAILHOM
pa3BUTHM OpraHoB. Iloka3zaHa ponb MyTamu T'€HOB, KOIUPYIOIINX
OMOCHHTE3 CapKOMEPHBIX OEJIKOB, TaKMX KaK OeTa-MHUO3UH, KapAuaJbHbIN
anb(a-akTUH, Kapauocnenududeckuid TponoHuH T.



Otuonorus. Kinaccudukammus.
Dopmer HMJDK:
- M30mupoBaHHbBIN
B coueranum ¢ BpoxxaeHHbIMU opokamu cepata (BIIC)

(maubonee yacto HMJDK accomunpoBan ¢ gedeKkTaMu MEXKIPEacepaHOM
neperopoaku  (JAMIIII), BpoXJIeHHBIM CTEHO30M JICTOYHOM apTEpHUH,
nedexramu  MexoxenygoukoBo neperopoaku (JIMIXKII), BpoxaeHHbIMU
MOPOKAMHU a0PTAIBHOTO KJIanaHa (IMOJKJIaNaHHbI CTEHO3, JBYXCTBOPYATHIM
KJIallaH, KJIallaHHBIMK CTE€HO3), KJIAllaHHBIM CTEHO30M JIETOYHOM apTepud,
TeTpaaou daso).

B codeTannu ¢ HeifpoMbIIIeUHBEIMH 3a00eBaHUSIMH (METabOIHIeCKas
MHOTIATHS ).



Otuonorus. Kinaccudukammus.

Ilo cmenenu nexomnakmuocmu muoxapoa (0 OTHOLICHUIO TOJIIIUHBI CIOS
HEKOMITAKTHOTO MUOKapa K TOJIIIUHE BCEN CTEHKHU CEPALIA HA YPOBHE
BEPXYIIKH JIEBOTO JKEITYJA0UYKA):

« Misrkas (0,33-0,26)
- Ymepennas (0,25-0,20)

- Tsokenast (menee 0,2)

I1lo mopghonocuueckum munam:
- JlakyHapHbIU;
- ['yOuarsiif;

. CMelIaHHbIH.



KIIMHM4YEeCKH BBIJICISIOT 3 BEAYIIME CUHIAPOMA:

- Cepaeunas HenocTarouyHOCTH (73 %).
- Apurmudeckuii cungpom (40 %).

- TpomOosmbonmuueckuit cunapoM (33 %).



CUHIpPOM CEepACYHON HEAOCTAaTOYHOCTHU

XPpOHHUUECKAS CEPCUYHAS HENOCTATOUHOCTD - CAMBIM PACIPOCTPAHEHHBIN U
BEAYIIMN CUMIITOMOKOMILIEKC Yy nanmeHToB ¢ HMJTJK, 3agactyto onpenenser
TEUCHHUE U ITPOTHO3 3a00JICBaHUS.

HexoMmnakTHBIA MHOKApJl MPEACTABISAECT COOOM Je30praHU30BaHHBIN CIIOM
MBIIIIEYHBIX BOJIOKOH, B KOTOPOM HapyLI€HA HOpMAJIbHASA apPXUTEKTOHUKA, YTO
BJICYET 32 COOOM CHUKEHUE €r0 COKPATUTEIbHON CITIOCOOHOCTH.

Yem Oombllle MPOIEHT HEKOMIAKTHOTO MHOKapJa OT OOIeld MaccChl
CEepJACUHOM MBIIIIBI, TeM Oojiee BBIPAKCHHBIMH OyIyT IPU3HAKH
XpPOHUYECKOH cepyieuHor HegocTarouHocTH (XCH).

Kpome »3TOro, wmMeer M™MeCTO XpOHMYECKAs WINEMUS MHUOKap/a,
BO3HUKAIOIIAS 110 MTPUYNHE HAPYIICHUS MUKPOIUPKYIISIIUH.

Cepaeunass HemoctarouHocTh y mnamueHToB ¢ HMJDK Hocur kak
CAUCTOJIMYECKUM, TaK MW  JUACTOJIMYECKHMM  Xapaktep. Hapymenue
IUACTOJIMYECKOM  (PYHKIIMA 1O PECTPUKTHBHOMY THIIy CBSI3aHO C
MaTOJIOTUYECKOU TPAOEKYIISIPHOCTHIO MUOKapAa JIEBOTO KETYJ0UKA.



APUTMUYECKUN CUHIPOM

KenynoukoBrsie aputmuu (coctaBisaioT 47 %) — mapokcu3malibHasi HEYCTOMUMBAS U
yCTONYMBAsl JKEJIYJAOYKOBasl TaXMKapAWs, KEIYJOUKOBasi HSKCTPACUCTOJIMSI BBICOKHX
rpajaluu.

AHaroMuyecKass HErOMOI€HHOCTh MHUOKApJa JIEBOTO KEIyJAo4yka C Hallnuuem Ooliee
MJIOTHOTO KOMITAKTHOTO U PBIXJIOTO JI€30PTaHU30BAHHOTO HEKOMITAKTHOTO CJI0SI, TPUBOJUT K
ANEKTPOPU3NOJIOTMUECKON HETOMOT€HHOCTH MMOKapjia, 4YTO CIYXUT CcyOcTparoM s
Pa3BUTHS KETYTOUKOBBIX apUTMHUIA.

OuoOpuIALMS Ipeacepanil BecTpeuaeTcs B 25 % ciydaes.

Hapyiiennss mpoBOAMMOCTH B BHAE aTPHOBEHTPHUKYISPHBIX OJIOKAJ pPa3IUYHBIX
CTereHel, OMoKaapl HOXKEK Iydka ['mca Takke BecbMa XapaKTEpHBI MJIS ITaIlUEHTOB C
HMJDK. IlpuunHOoii »TOMY SBISIETCS MPOTPECCUPYIONIUM 3HIOKApAUAIbHBIN (DuOpo3 ¢
MOCTETICHHBIM 3aXBaTOM MPOBOJISIICH CUCTEMBI Cep/Ilia.

Hanvuune nomonHUTENBbHBIX NMyTeW IpoBeaeHus y mauueHtoB ¢ HMJDK nHepenko
ABJIACTCS MPUYMHOW BHE3AIIHOW CEpAEYHOM cMepTu. llpu pa3BuTuM mapokcusMma
GUOPWILIIALIMY NIPEICEPINI BOZHUKAET yIpo3a MPeCepIHO-KETYI0UKOBOTO npoBeacHus 1:1
MO0 JOMOJHUTEIbHBIM MPOBOJAIIMM IYTSIM, 4YTO BEIET K WHAYKIUUA (UOPUILIALIN
KEITYT0YKOB.



Tpom0O03MOOIMYECKHM CUHAPOM

CHuXEeHME  HAacOCHOM  (PyHKIMM  cepiala,  Haludue  IIyOOKHX
MEXTpPAaOCKYISIPHBIX  MPOCTPAHCTB, COITYTCTBYIOIIAs buOpUIIALIS
Ipeicepanii Co3/1at0T OJIaronpUsSTHBIC YCIOBHUS ISl TPOMOOOOpa30OBaHMS.

TpoM003 I1OJOCTH JEBOro >KEeayaodka BcTpedaeTcss B 9 % ciyuyaes,
TpoMO03MO0IHS 110 00IBIIOMY Kpyry KpoBooOpamieHus — B 21 %.

TpoMOosMOOIMUECKHUE  OCIOKHEHUS  SABJISIIOTCS  BEOYIIEHM NPUYMHOMN
HHBaIuAu3auuu  namueHToB ¢ HMJDK  (umemuyeckuid  MHCYIIBT,
TPaH3UTOPHBIC UIIIEMUYECKUE aTaKu, ME3ECHTEPUAJIbHBIM TPOMO03).



JlnarnocTuka

* Brmrowaer mnposegeHume Ixo-KIT ¢ omnpeneneHneM  COOTHOIIEHUSA
KOMIIAKTHOTO CJI0S1 MHUOKapaa K HekomnaktHomy, JKI, XM OKI, MPT
cepala, MOUCK MyTaiui B reHe TAZ MOJIEKYJISIPHO-TEHETUYECKUMU
MeToJaMu y OOJbHBIX, a TakXe JUAarHoCTUKa Te€TEPO3UTOTHOIO
HOCHUTEJILCTBA Y POACTBEHHUKOB IMAIUEHTOB.



Ox0oKI" kputepuu (B3pOCIbIie)

o Kpurepuii Chin, 1990. OTHOmIeHNEe KOMMIAKTHOM (X) Y4acTH MHUOKapla K
obmen tomme muokapaa (Y) < 0,5. N3MepeHue NpPOBOAUTCS B KOHIIE
IAACTOJIBL W3 NAapaCTEPHAIBHOM TPOEKUHUU IO KOPOTKOM OCH U
BEPXYIICYHON MIPOECKIINH;

« Kpurepuii Jenni, 2001. UV3mepsiercs B  KOHIIE CHUCTOJIBI U3
[MApPACTEPHAIBHOM TO3UIHUU II0 KOPOTKOM OCH JIEBOTO JKEIyI0YKa.
OTmeyaeTcs OTHOIICHUE HEKOMIIAKTHOM YacTH MMOKapAa K KOMIIAKTHOU
Oosee 2; BU3yalu3UPyIOTCS MHOTOYHUCIIEHHBIE BBICTYIIAIOIINE TPAOEKYJIIBI C
IITyOOKHUMHU MEXKTPAOEKYISIPHBIMU TPOCTPAHCTBAMH, MEXKITY KOTOPBIMH
ITPU [[BETOBOM JIOTJIEPE BBISBISAECTCA KPOBOTOK;

o Kputepuit Stollberger, 2007. Hanuuue Oonee 3 TpabOekyal B JIEBOM
KEJyJIOUKE B HAIPaBICHUU OT BEPXYIIKH K MaNWUISIPHBIM MBIIIIAM,
BU3YAJIM3UPYIOIIMECS OJHOBPEMEHHO B OIHOM 3XOKapAuorpapuyuecKou
MO3UIIMHY; BBISIBIICHUE KPOBOTOKA B MEXTPAOCKYIAPHBIX MPOCTPAHCTBAX
IIPU [BETHOM JIOILIEPE;



quCHI/IHIGBOI[Ha}I IXOoKapauorpamMmma.

CpenHenuiineBoIHast 4-xamepHasi [IO3UIIUS: 30HBI
HEKOMITAaKTHOTO MHOKap/aa

B 00J1aCTH BEPXYILUKH JIEBOTO JKEIyI0UYKa
C MepeX0/I0M Ha OOKOBYIO CTEHKY (YKa3aHO CTPEJIKaMHM).

o H —




UpecnuieBogHas 3X0KapAHOrpaMmma.
CpennenuineBogHas 2-KaMepHas MO3UIIHS,

PEXKUM IIBETHOTO JIONIIIEPOBCKOTO KaPTUPOBAHUS:
MEXTpaOeKyJIIpHbIE MPOCTPAHCTBA, COOOIIAIOIINECS
C TIOJIOCTBIO JIEBOTO KETy/I0uKa (yKa3aHO CTPEIKaMu)

TpancTopakaibHas 3X0KapIuorpaMma.

AnukanbHas 4eThIpeXKaMepHasi MO3ULIUSL:

MOBBIIIICHHAS ~ TPaOEKyIIPHOCTh MHUOKapAa JEBOTO
KEITyJI0UKa

C MEKTPaOEKyJISIPHBIMU JTaKyHaMH (yxazaHo
CTpEJIKaMH).




|
MPT

MPT mpoBOAMTCS € KOHTPACTHBIM YCHIIEHUEM PEIKO3EMEIBHOIO METaJUIa TaJ0JIWHUS,
onenuBaercs: OB JIK, wuwHaekcupoBaHHas Macca ~ MHOKapjaa  (KOMIIAKTHOTO,
HEKOMITAKTHOTO); YMCJIO HEKOMIAKTHBIX CETMEHTOB, KPUTEPUM HEKOMIAKTHOCTH
(4yBCTBUTEIBHOCT 86%, crnenuduyHocTh 99%: COOTHOIIEHHWE KOMIAKTHOTO U
HEKOMITAaKTHOTO CJIOS MHOKapja B AMAcToNy Oosiee 1:2); MHIEKC peMOACIUPOBAHUS JIEBOTO
KEIJTYIOUKA.

MarauTHO-pe30HaHCHBIE TOMOTPaMMBbI CEP/IIA.
N3Mepenune TOMIHUHBI KOMIIAKTHOTO W HEKOMIIAKTHOTO CJIOS
MHUOKap/a JIEBOTO KEIyI0UKa.

Cokpamenusi: H — HekoMmakTHbIN 10, K — KOMITAaKTHBIN CJIOM
MHOKapAa.

MarHuTHO-pe30HaHCHBIE TOMOTPAaMMBI CEPLA.
[ToBbIIeHHAS TPAaOEKYAAPHOCTH MUOKapIa
JIEBOTO JKETy/I0UKa (yKa3aHO CTPEJIKaMHu)



buorncus Muokapaa




JluddepenumanpHas 1MarHoCTUKa

« Cnenyer nuddepeHuUpoBaTh ¢ pa3HbIMU (OpMaMU HIUOMATHYECKUX
KapJIMOMHUOIATUM (JUIaTallMOHHOM, TUIIEPTPOPUIECKON, PECTPUKTHUBHOM),
a TaKXe TPOMOO30M JIEBOTO JKETYA0UKa, TOMOJHUTEILHBIMU TPAOEKyIaMH,
aHOMAJILHO PACIIOJI0KEHHBIMU XOplaMHu, MEPCUCTUPYIOLLIUMU
CUHYCOUJAMU TIPU aHOMAJIbHOM OTXOXIEHUU JIEBOM KOPOHAPHOU apTepuu
OT JIETOYHOIO CTBOJIA, aTPE3UEeH JIETOYHOW apTepuu NPU HHTAKTHOU
MEXKEITYJOYKOBOU TIEPErOPOAKE, ONYXOJISIMU CEPALA.



JleueHue

* B HacTosiiiee BpeMsi OCTaeTcsi HECHECHU(PUUHBIM W CUMIITOMATHYECKUM.

OHO Oasupyercsd Ha KOPPEKUMM UM TPOPUIAKTUKE TPEX OCHOBHBIX
KJIMHUYECKUX TMPOSBJICHUM HEKOMIIAKTHOIO MHOKap/a: CEepJIEYHOU
HEJIOCTAaTOYHOCTH, ApPUTMMH H 3MOOIMYECKUX oOcioxkHeHuh. [lpu
OTCYTCTBUM 3(PdeKra OT MNPOBOAMMON TEpanuy, TOPHUIHOM TECUCHUU
3a00JIcBaHMsI  BO3MOXKHA  ITOCTAHOBKAa B JIMCT  OXHWJAHUS  Ha
TPAHCIUIAHTALIMIO  cepAla.  bOabHBIM  CO  «3JI0KAYECTBCHHBIMMY
HapyLICHUSIMH  pUTMAa  HEOOXOoAMMAa  YCTAHOBKA  KapJHOBepTEpa-
nepuoOpuIsTOpA.



IIporuos

« IIporno3 6onpnbix ¢ MHJIK 3aBUCUT OT 00beMa MOPaKEHHBIX CETMEHTOB,
oO1eit COKpaTUTEJIbHOM CIIOCOOHOCTH MHUOKap/a, BPEMEHU
BOBHUKHOBEHHMSI W CKOPOCTM HapacTaHUs CHUMITOMOB CEpACYHOM
HegocTarouHocTu. Hanbonee HeOmaronpusiTHbIA MPOTHO3 HAOMIOMAETCS Y
nmaneHToB ¢ @B Menee 35 %. OCHOBHYIO yrpo3y I 3I0POBbS U KU3HHU
OOJBHBIX TMPEACTABISET pa3BUTHE M MPOTPECCUPOBAHUE CEPICUHOMN
HejocTarouHocTu. HeoOxonuma mnpoduiiakTuka TpoMOOIMOOTMYECKUX
OCJIOKHEHUM.



Knuanueckun ciryydait Nel

bonbnas T., 5 net, 08.10.07 nocTynuiia B CBA3HU C BBISIBIICHHON KapIHOMETaJIneH.

N3 anamue3a: ot 4-ii 6epemerHocty (1-s - qousb 10 et 3mopoBa; 2-1 U 3-1 - MEIUIIMHCKUM a0opT), MpoTeKaBIeh Ha PoHe
yrpo3bl npepbiBadus Bo Il TpumecTpe. C mepBBIX MECSIEB KU3HM OTMEYANICS IMaHO3 HOCOTYOHOTO TpeyroibHuKa. Yacto
oonmena OPBU. OOpamanu Ha ceOs BHUMaHHE IOBBIIICHHAS yTOMIIIEMOCTH, CIIa00CTh, CHIDIKEHHBIM AamleTHT, IuIoXas
npuOaBKa Macchl Tela. HeoMHOKpaTHO KOHCYJIBFTUPOBAHA TEHETUKOM M HEBPOMATOJIOTOM B CBSI3U C MBIIIICUHON THMIIOTOHUCH,
nojiydajga KypcaMd COCYIUCTBIC, HOOTPONIHBIC mpemnaparbl. 3MeHeHUs pacleHHBAIUCh KaK IIPOSIBICHUS JTUCIIA3UH

COEIMHUTENbHON TKaHU. HaciiencTBEHHOCTh HE OTATOIIEHA.

B centsope 2007 r. Ha ¢porne OPBU (moBbIieHne TemMmeparypshl, Kaieiab, PUHUT) Y peOeHKa oTMe4YeHa pe3kasi ci1abocThb
(mepectana XoOaWTbh), BSJIOCTh. llosIBUIMCH OTEKM HaA JIMIE, TOJEHSAX, CTOMAaxX C TEHJCHIHMEH K HapacTaHUIO.
locnuranu3upoBana ¢ AMArHO30M HEMPOTHUECKOTO CHUHApOMAa. B cTanmoHape KOHCTAaTHPYIOT TSKEJIO€ COCTOSIHHE,
BBIPQXKECHHYIO MBIIICYHYIO THMIOTOHUIO, BSIJIOCTh, T€MATOMETralnio, aHacapkKy. BBIABISIOT U3MEHEHHS: HA PEHTIE€HOrpaMMe
OpraHoB IrpyaHOHN kieTku (kapauomeranusi), DXoKI' (munaranus moiocTell U CHUKEHUE COKPAaTUMOCTU MUOKapaa) u Okl
(Taxvkapausi, BbIpaXKEHHbIE HApyLIEHUs Mpoliecca penojisipuzanuu Muokapnaa). C mogo3peHreM Ha JAWIATAlMOHHYIO Kap-
muomuonatuio (JAKMIIT) pebenok 08.10.07 mepeBeneH B KapAUOJIOTHUECKOE OTHIEICHUE JUIsi YTOUYHEHHUS JUarHo3a u
KOPPEKIUHU TE€paIuu.

Ha MoMeHT mocTymjieHHsi COCTOSTHUE peOCHKa PacIleHEHO KaK O4eHb Tsxkenoe. CaMOCTOATETLHO HE MOIJa CTOSTh M3-3a
pe3Koit c1abocTu. MpU 0CMOTPE 0OpaIieHO BHUMAHUE HA OTCTaBaHue B (pu3nyeckoM pa3Butuu (macca tena 13,3 kr, poct 101
cMm), nedopmanuio rpynHor kiaeTku (''cepaeuHsiii Top0'), MacTO3HOCTh KOKHBIX IMOKPOBOB, OTEKM HA HOTAaX, PACIIUPEHUE

rpaHull cepAala, Taxukapauto 10 140 B MUHYTY, NIyXOCTh TOHOB CEp/Illa, FeNaTOMETajuIo.



Hpu IxoKI': nunaranus nonocreit cepaua JK, nuamerp a/c 51/47; oovem a/c 124/102 min, neBoe npencepaue (JIIT) =32 ¢
43 mm; npaBoe npeacepaue (ITIT) = 32 « 30 MM, aTpHOBEHTPUKYIISIPHAS PETyprUTAIlMs: MUTPAIbHBIA KjlamaH - CUMIITOM
«pBIOBEH MacThy, peryprutamus +4, TpUKyCnuAanbHbIN, peryprutaius +3; KianaH JIerouHou aprepun peryprutanuu 0 + 1,
JaBJICHUE B JICTOYHOH apTepuu 60 MM PT. CT., 3HAUUTEIBHOC CHIDKECHUE COKpaTuTenbHOW (yHkmmm mMuokapaa JDK (OB
21%), HEKOMITAKTHOCTh MHOKap/1a JIEBOTO U MPABOTO JKEIYT0UYKOB, THAPOIICPUKAP/I.

Ha 3JKI': npusnaku runeprpopun wmuokapaa JDK, peskas Taxuxapaus, BBIpaXEHHOE HapylIEHHE TMpolecca
penonspuzanuu, penomen WPW. Ha pentrenorpamme CHI>KEHHE MHEBMATU3ALMU JIETOYHOW TKAHU 3a CYET COCYIAHCTOTO
KOMIIOHEHTA. KOpHU JIETKMX 3HAYMTEIBHO PACIIMPEHBI, YIUIOTHEHBI, CTPYKTypHbIE. JIETOUHBI MHTEPCTUIMN YIJIOTHEH.
CBexxux o4aroBbIX M3MeHeHud HeT. Cepale OONBIIMX Pa3MEepPOB, 3HAUUTENBHO PACHIMPEHO B momepeuHuke. Jyru cepana
CIVIAKEHBI. 3HAYMTENbHO YAJIMHEHA Jyra IpaBoro Mpeacepiaus. YTONIIEHUE KOCTAJIBbHOM IUIEBphl crpaBa. Kymnossl
nnadparmsl poBHBIe, udeTkue. Cunycol muddepenuupyorcs. Kt 0,67 (puc. 2). XM-OKI': cunycoBas Taxukapius.

Hupkanueiii uaaeke 1,0 (CHUKEH), pUrHAHOCTh pUTMA. BhIpaskeHHbIE HAPYIICHHS MPOLIECCa PENOSpU3alui. ATUITHYHBIN
WPW.

Pe3ynbrarsl nccneioBaHNsS KPOBH HA aHTUTEIA K TKaHAM cepana ot 16.10.07: (monoxutensubiit TUTp 1:320. AH® Her, k
sugorenmio 1:40, xapauomuonutam 1:160, mmagkort myckynarype 1:160, BomokHam mpoBosiiei cucteMbl 1:160) He
NOATBEpKAanu TedeHue Muokapauta. Ha doue nedenust (mmypetuku, kopiaapon, MAII®, AuroxkcuH, mpeaHU30J0H -
Ha3HAYEH IO TSHKECTH COCTOSHUS) Ha TPETbel Hejene MpeObIBaHHs OTMEUYEHO HEKOTOPOE YIYUIIEHHUE CaMOYyBCTBUS:
COKpaTuiuch pasmepsl nedeHu 10 0 + 1 cMm, conumm oreku, ymensimiack YCC. OnHako TUHAMUKA WHCTPYMEHTAJIbHBIX
uccieoBaHui Oblia oTpuuartesnbHOl. Pe3koe yxyamenue cocrostHus pebenka otmedeno 06.11.07 - ycunuics nuaHos,
OTMEYEHO HalyxaHHWe IIEHHBIX BEH, HapacTaHWe pa3MepoB meueHu A0 4-5 cMm. PeannmanyioHHble MEpONpPHUSATHS ObLIH
Hed((HEKTUBHBI, KOHCTATUPOBAHA CMEPTh.

Juarno3: HM. HexocTaro4HOCTH MHTPAJBHOI0, TPU-KYCIIHAAJABHOIO KJIANAHOB U KJANaHA JIETOYHOM apTepuM.
Bricokas geroynasi runeprensus. ATunuyHbii cunapom. WPW, HK II-1II cragus. Kaxekcus.

IIpu naTo/I0r0aHATOMHYECKOM HCCJEJOBAHUM CEpJIE MMENO MIapoBUIHYIO (OpMY 3a CUET MHUOTCHHOW IWiIaTalluu
nojiocTed. Muokap/ mpaBoro >kKeiayaouka runepTpodupoBaH, UMeeT TyOUaThlid BUJI ¢ OOJBIIUM KOJUYECTBOM TpaOeKynl U
MEXTpaOeKyNIApHbIe YITyOIeH s, B KOTOPBIX BUJIHBI MHOTOYUCIICHHBIE TPUCTEHOYHBIE KPACHBIE TPOMOBL. MUKPOCKOITUYECKU
BUJIHBI MHO>KECTBEHHbIE MEXTpaOeKysipHble YIITyOneHus, BbICTIIaHHbIE 3HAoTenueM. CyO0d3HIOTENNATbHO BBIPAKEHHBIN
¢bubposIacTo3 U KapANOCKIepo3. BoisBIIeHbI aHOMabHAS apKaja MUTPAJILHOTO KJlallaHa ¥ Ha/IKJIaMaHHbIA CTEHO3 aOPTHI.



Knunanueckuit ciayyan Neo2

bonwnas I1., 14 ner. Habmroganacek B KapauonorudeckoMm otaeieHn ¢ anpeis 2007 1. mo anpens 2009 1.

AnamHe3: oT 1-ii 6epeMeHHOCTH, MpOTeKaBIel Ha (POHE TOKCUKO3a HA BCEM MPOTHKEHHUH, 1-X CPOYHBIX PO/IOB, Macca Tela
nipu poxaenuu 2700 1, nimuHa 49 cm. Pannee pa3BuTue cooTBETCTBYET Bo3pacty. [IpuBuBKkuY 1o kanenaapro ao 12 ner. OPBU
1 pa3 B ron. HacneacTBeHHOCTh HE OTATOLICHA.

B urosne 2006 r. BepBbie OBUIH 3aMEUYEHBI OTEKH Ha HOrax. [ocmuMTamu3upoBaHa B CTallMOHAP IO MECTY JKUTEICTBA B
asrycte 2006 1. B cBsi3U ¢ HapacTaHueM oTekoB. IIpH MoCTyNIeHHH: pacIIMpEHUE TPAHHMII CEP/ILIA, TIIyXOCTh TOHOB CEpAIIa,
aputMusi, anacapka. Ilo pe3yabraraM MHCCIeI0BAHMI BBISIBICHBI JUJIATAIMsl IOJIOCTEH Ceplla CcO CHIDKCHHEM
cokparurensHoil criocodnoctu (OB 17%), Tpom6 B monoctu JIXK, xenynoukoBas Ouremunus, CO9 19, CPb 19 (nopma a0
5). AnarnoctupoBaH MHPEKIIMOHHBIN SHIOKAPANT, IEPBUYHBIN, ogoCcTpoe TeucHue. [IpoBeneHa Tepanus, BKIIOYArONIas
AHTUOWOTUKHM, WHOTPONHBIE cpeacTBa (modaMHUH, TUTOKCHH), METAa0OMWUTHI (HEOTOH, Mpeaykrayn) mnaHaHruH. BBUI,
JTUYPETUKH, KarloTeH, KOpAapoH, MPEIHNU30JI0H. OTMEUCHA MOJIOKHUTEJIbHAs JMHAMHUKA B Buje nosbiieHuss OB no 27%,
HopMmann3anmu nokazateneid COD u CPb. Ilocne BrIMUCKH MPOAOIKEHO JIeUeHUE B aMOyITaTOPHBIX YCIOBHSX.

B kapauoJiorudyeckoe otaesieHde BIepBble noctynuia B ampene 2007 1. ¢ HanpasistomuM auarHozom JKMIIL. Ilpu
ocmotpe (macca Tena 40,35 kr, poct 161 cm) oOpamanu Ha ce0s BHUMaHHME THUIIEPMOOUIILHOCTh CYCTAaBOB, BhIOyXaHUE
o0nacTu cepila, pacliupeHue IpaHMI] cep/lia Ooiblle BIEBO, IITYyXOCTh TOHOB CEpPJlA, aKIEHT 2-T0 TOHA HAJ JIETOUYHOMN
aprepuei. Jlyromuid CHCTOMMYECKHM 1IIyM Ha BEPXYLIKE CEp/illa C uppaJualreil B JEBYIO aKCUIUIAPHYIO 00JacTh.

[To nanubiM pentrenorpadum: kapauomeranus (KTO 0,60), ycunenue nerounoro pucynka; IXoKI': @B 33%, naBnenue B
JIA 39 mm pt. cT., HM JIX (6). IIpu uccnenoBaHny KPOBH HA AHTHTEIA K TKAHSM CepPAIA BBISBICHBI TUarHOCTUYECKUE
TUTPBI aHTUTEN K Kapauomuonuram 1:320 u BoiokHam npoBojsiel cuctemsl 1:320.

beut BeicTaBneHn auarno3d: JKMII, HM JIZK, HexoCTaTO4YHOCTL MHUTPAJBLHOIO, TPUKYCHHUAAIBHOIO KJIANAHOB U
KJanaHa JjeroyHou aprepuu. KeaynouxoBas apurmus. Jlerounas runeprensust (HK II b-A cragun). [IpoBogunace
Tepanwsi: MOHOIPWII, (GypOCEeMH I, BEPOIIUPOH, BaphapuH, TUTOKCHH, KOPJAAPOH, apu(OH, aKTOBETHH BHYTPUBEHHO, KypPC
WHTparioOnHa BHyTpuBeHHO. Ha »ToM (hoHE oTMedeHa MOJOXKUTENbHAS NWHAMHKA B Buae mobimieHus OB mo 41%,
yMEHBIIIEHHE pa3MepoB mosiocTeil cepauna. lloBropHas rocnuranuzanusi cocrosuiach B aBrycre-ceHtsiope 2007 r. Ilpu
ob6cnenoBannu @B 39%, naBnenne B nerounoit aprepuu 35 MM pt. cT. [lo marasiM MPT cepama moareepxxaen HM JIK.



B TE€paluu K IIPpOBOAMMOMY paHEEC JICUCHUIO IMOAKIIIOYCH JUJIATPCHA U C YUCTOM IMIOBTOPHO BBLISABJICHHOI'O BBICOKOT'O THUTPA
AHTHUTCII K KapAUuOMHOIOHUTaM H HpOBOI[SIH.[CfI CUCTCMC cCcpana a3aTUuOIIPHH. HpOBCI[eH IMOBTOPHO BHYTPHUBCHHO KYpPC
I/IHTpaFJ'IO6I/IHa, AKTOBCTHHA.

BbinucaHa ¢ MoJI0KUTEJIbHOH ITMHAMMKOM. 32 nepuos npeObIBaHus J0Ma OTMEUEHO YXyAlLeHHe COCTOSHHUS, MOSIBICHUE
CHJIBHOTO KalllJIs, COITPOBOXAABIIETOCS PBOTOM, BSUIOCTh, OTEKH Ha JIMLE, HOTaX, MOSBUIIOCH 3aTpyAHEHHE AplxaHus. 11o mecTy
KUTEJIbCTBA ObLJI OTMEHEH COTAJIEKC, BHOBh HA3HAYEH KOpAApoH. YBeiauueHa ao3a ¢pypocemuaa ¢ 10 go 20 Mr/cyt Ha 7 AHE.
Ha ¢one koppexkumu Tepanuu mojaoKUTEIbHON JUHAMUKHA HE OTMEUYEHO.

PeGenok rocnuraausupoBan B okTsaope 2008 r. [Ipu ocmoTpe BhIOyxaHue B 00JaCTH CEp/ilia, pacIIuPEHUE TPAHMI] CepAlla,
PE3KO MPUIIYIIEHbI TOHBI CepAlla, akIeHT 2-ro ToHa Hax jeroyHoil aprepueir. HCC 86 B munyty, AJ[ 85/50 mm pt. cr.,
renaromeranus 10 3,5 cm. [lpu oOcnenoBanun yxymamenue mokaszareneid OxoKI™ B Buae cHmwkenus @B o 28%, numaranun
JDK (KIP mo 63 mM), MOBBIIIEHUS AaBICHUS B JIETOYHOM aprepuu a0 44 MM PT. CT., HapacTaHHWe TPUKYCHUIAIb-HON
peryprutauuu. [Io ganaeiM xM-OKI, okono 5000 xemynoukoBbIX 3KCTpacucTold. [IpoBeneHa KoppeKkuus paHee TpoBOAUMON
KOMIUICKCHOM Tepanuu: IUJaTpeH] U KOPJApOH 3aMEHEHbl Ha KOHKOp 3,75 MI/CYT, MO TSXKECTU COCTOSHUS TOJKJIIOYEH
peIHU3010H 20 MI/CyT.

Ha stom ¢oHe cocTosiHMe peOeHKa yIydIlnIoCh, OTMEUCHA MOJI0KUTEIbHASI TUHAMUKA WHCTPYMEHTAIBHBIX MOKa3aTesei.
PeGeHok ObL1 BBINUCAH IOMO# JIsl TPOJOJIKEHUS JICUCHUS 110 MECTY KUTEIbCTBA.

C auBapsa 2009 r. nosBuUiIuCh ci1adbocTh, 00JIb U OHEMeHHe B Horax. Co CIOB poAUTENeH Teparuio MPOBOAWIA B MOJHOM
ooneme. [locnenusis rocnuranuzarus B 24.02.09. [Ipu nocTymiieHun cOCTOsIHUE KpaiiHe Tshkenoe. KoykHble MOKpOBHI OJeTHbIE
C LIIMAHOTHUYHBIM OTTEHKOM, MpaMOpPHbIE, KOHEYHOCTH XOJIOAHbIE, IMAHOTHUYHBIN pyMsHEIl, [IMaHO3 T'y0. B Jerkux npixaHue
KECTKOE, BIIKHbIE pa3HOKaIMOepHble XpuUllbl ¢ 00eux ctopoH. Ob6nmacTe cepaua BblOyxaeT. Pacuimpenue rpanuil cepaua
IPEUMYIIECTBEHHO BIIEBO. TOHBI Cep/ilia IIyXue, akIeHT 2-T0 TOHA, ApUTMHUSI, CTUHUIHBIC SKCTPACUCTOIIBI, MPOOSKKH U3 TPEX
COKpAIIICHU, AYIOIMUNA CUCTOJIMYECKUN IIIyM BIOJIb JIEBOTO Kpas TPYAWHBI, Ha BEPXYIIKE, UPPATUUPYIOIIUA B JIEBYIO
aKCWJUIIPHYI0 005acTh, xopaanbHblil muck. YCC 92 B munyty. Al 105/65 mm pr. ct. [leuens +3,5 cMm u3-noxa kpasi pedbepHoit

IYTU TUIOTHORJIACTUYECKOM KOHCUCTEHIIMU. OTMEUEHO 3HAUUTEIbHOE YXYILIEHUE HHCTPYMEHTaNbHBIX Noka3aTteneil. 9xoKI' ot
24.02.09: JIA 22 mmMm; aoprta 25 mm. [lepennss crenka npasoro xkemynouka (I1DK) 45 mm; T1DK 22 mm; JOK KIP 64/56; KO n/c
209/154 mn ¢paxmus m3raanus 0,26; 3CIDK 73 mwm; JIIT 38 mwm; TIIT 39 mm. Knamanel: MUTpalibHBIN - CUMITOM "pBIObEH
nactu', KpaeBoe yIJIOTHEHUE CTBOPOK, perypruranus +2-3; TpUKyClUIalIbHbIN - CKOPOCTh MAKCUMAJIbHOM peryprutauuu 3,2
M/c, peryprutauus +3-4, KiianaH JeroyHoi apTepu - AaBieHue 56 MM pT. cT. BoIsiBI€HBI TPOMOBI B MOJIOCTAX CEPLA.



ITo MPT HM JIZK noaTBEpKAEH MPU IIEpBOM rocruraim3anuu. Cepane 3HaYUTENbHO YBEIUYCHO B
MIOTIEPEYHUKE 32 CUET PACIIMPEHUS MPABOU U JIEBOW TPAHUI] CEPALA. ATPUOBA3AIBHBIN YTOJ BBICOKHM.
BriOyxanue nyru I1I1. Kynossl quadgparmel poBHble, yeTkue. CuHYChl TU(HEpEHIUPYIOTCH.

KT or 24.02.09: HCC 105 B munyTy. OTKIIOHEHHE IIEKTPUIECKON OCH cepaua Brpao. Purm JIII.
Peructpupyrorcst €qIMHUYHBIE U TTAPHBIE TTPABOKEIYIOUYKOBBIE SKCTPACUCTOIBI, @ TAKXKE OAHA PAHHSIA
npeacepaHas skctpacuctoiia. CHukeH BobTaX QRS B cTaHZapTHBIX M YCHIIEHHBIX OTBEACHUSX.
Hemnonnas Onokana mpaBoi HOxKM myuka ['uca. I'uneprpodust muokapnaa JOK u JIII. B nunamuke -
HapacTtaromias neperpyska [1I1. BeipaxeHHbie HapylIEeHUS TPOLIECCOB PENOIAPU3ALMU B MUOKAP/IE.

CocTrosiHue pedeHKa 0CTABAJOCh KpalHe THakKeJAbIM. B OTAeneHnM NpOBOAWIACH KOPPEKLUS
3JIEKTPOJIUTHOTO 0OajaHca, KOPPEKUUA CEpACYHOM HEIOCTATOYHOCTH, a TaKXe a3aTUOIPHH,
npeaHu30i0H. C  TpOMOOJUTHYECKON 1ENbl0 TOAKIIYEH (pakcumapud. Pe3koe yxyauieHue
COCTOSIHUSI peOeHKa oTMeueHo 17 Mapra, MpoOBOAMMbIE peaHUMAIMOHHbIE MeponpusiTus 0e3
3¢ ¢eKTa, KOHCTATUPOBAHA CMEPT.

JAunarno3: aujaranMoHHasi kapauomuonarus, BocnajurejabHas. HM JIJK. HegocrarouHocTh
MUTPAJBHOI0, TPUKYCIUAAIBHOI0 KJIANAHOB U KJIANIAHA JIETOYHOH aprepuu. KeaynoukoBas
aputMmus. Jlerounas runeprensusi. Tpomoodnaokapaur. TpomoodmoOouueckud cuHapom. HK
II1 cTagun.

IMaTrosioroanaroMmuyeckud 1Marno3: HM JieBoro u rpaBoro Xeaya04uKkoB ¢ BBIPAKEHHONM MUOTCHHOM
JAJIATALIMEN KEIIYIOUYKOB cepana. MHTepCcTUIMaIbHBIN TTPOJYKTUBHBIA MUOKAPIUT, MEJIKOOYATrOBbIE
HEKpO3bl MHOKap/a, O4aroBBIM KapAUOCKJIEPO3, KOMIICHCATOpHAas TUIEPTpOoPus KapJIHOMHOIIUTOB.
[IprcTeHOYHBIN U KJIAllaHHBIM TPOMOOIHAOKAPAUT. TpoMOOIMOOINYECKUN CUHIPOM: HIIEMHUYECKHE
MH(APKTHI MOYEK U CEJIE3EHKHU, 04aroBblii NOCTUH(APKTHBINA HE(DPOCKIECPO3. YMEPEHHO BBIPAKECHHBIMI
MTHEBMOCKJIEPO3 B TEMOCUIEPO3 JIETKNX. OTEK JIETKHUX.
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