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HEKOMIAKTHBI MUOKAPI Y JETEN

Hayunbrii ieHTp 310poBbs neteii PAMH, 119991, Mocksa, JIoMoHOCOBCKHIA TipoCIL., 2/62

Ilpeocmasneno onucanue 08yxX KIUHUYECKUX CTYYAEE NPUICUSHEHHOU OUACHOCMUKU HEeKOMNAKMHO020 Muoxkapoa (HM).
Ioxazano, umo kax ¢opma namonoeuu cepoya HM ecmpeuaemcs uawe, yem ouaenocmupyemcs. J[numenvroe epems
(y paccmampusaemoix 6ononvix 5 u 12 nem) 3abonesanue ocmaemcsi HEPACNOIHAHHBLIM U OUASHOCIMUPYEMCsl 8 MepMU-
HanvHot cmaduu npu IxoKI. HM aensemcs KIuHUYECKU U 2eHeMU4ecKu 2emepoeeHHoll hopmoti namonocuu cepoyd.
B 6onvuuncmese cayuaes y oemeti ¢ HM nepsonauanivho ouaznocmupyom paziuynsie popmbl KApOUOMUONAMUL, YMO
CBA3AHO C OMCYMCMBUEM YeMKUX KpUumepueg OuacHOCmuKuU.

KintodeBbie CIOBa: HEKOMNAKMHbIL MUOKAPO Y Oemell, KapOUuOMUONAMuUU, dXOKapoOuocpaghus.
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THE NONCOMPACT MYOCARDIUM IN CHILDREN

Children’s Health Research Center, Russian Academy of Medical Sciences, 2/62 Lomonosovsky Prosp., Moscow 119991

The paper describes two clinical cases of life-time diagnosis of the noncompact myocardium (NM). The latter as a form
of cardiac abnormality is shown to occur more frequently than it is diagnosed. The disease remains unrecognized for
a long time (5 and 12 years in the considered cases) and diagnosed in its end stage by ECG. NM is a clinically and
genetically heterogeneous form of cardiac disease. Most children with NM are primarily diagnosed as having different
forms of cardiomyopathies, which is associated with the absence of clear diagnostic criteria.
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exoMmakTHEI muokapn (HM) ssusercs pen-

KOH M eIe HeJOCTATOYHO M3yUYCHHOU (opMoit

MaTOJIOTHH Cep/Iia, KOTOpask aCCOLMUPYETCS C
BBICOKOM CMEPTHOCTBIO. YCTAHOBJIEH HACJIECTBEHHbIN
Xapakrep nepenadu 3Toil matonoruu [6, 10]. Onucan
ayTOCOMHO-IOMHMHAHTHBI THII HACJICAOBaHHUS M30-
nupoBanHoro HM npu myrtamuu xpomocombl 11pl5
n rera A/C [2]. YV GonbHBIX ¢ m3oiupoBaHHBIM HM
BBISIBJICHB MyTanuu B reHe G4.5, pacronokeHHOM Ha
X-xpomocome B oOmactu Xq28, aHAJIOTUYHBIEC BBISB-
JICHHBIM Yy TIAIIMEHTOB NpHU CUHJpoMme bapra, mpu apy-
rux X-CLEMJICHHBIX BPOXKAEHHBIX KapIMOMUOMNATUAX
(KMIT) [1-3, 6], HEHpOMBIIIIEUHBIX 3200ICBaHUSIX (MBbI-
meyHol quctpoduu Emery-Dreifuss, MuotryOynsapHoit
muomatun) [10]. Omucansr myTanuu B rere alpha-dys-
trobrevin y manueHToB ¢ HeW30JIUpoBaHHEIM HM. BrI-
sBieHa Takxe myTtanus B reHe Cypher/ZASP, kotopsrit
SIBJIIETCSA YaCThIO KOMIIJIEKCA, CBSI3bIBAIOIIETO BHEKIIE-
TOYHBIH MaTpPHUKC MHOKapja ¢ nurockenerom [17]. My-
Tallid B 3TOM T€HE MPHUBOAAT K AMJATallUM TOJIOCTH
JIEBOTO XKEJyl04YKa U IPOBOLMPYIOT Pa3BUTHE U30THPO-
BanHoro HM [10, 13].

HexommakTHOCTE MHOKap1a 00yClIOBI€HA HApyIICHHU-
€M TIpolecca «yITOTHEHHS MHOKAPIHATBEHBIX BOJIOKOH
Ha paHHMX CTaIUAX dMOpHOTeHe3a M XapaKTepU3yeTcs
HaJIMYMEM MHOTOYHCIICHHBIX IEPEMbIUEK, TPAOCKY WIH
MHO)KECTBEHHBIX aHOMaJIBHBIX X0p7 (0ojee Tpex) ¢ Try-
OOKHUMH MEXTPaOEKyIAPHBIMU ITPOCTPAHCTBAMHU MEKAY
HUMH, BBICTIIAHHBIMHU U3HYTPH SHIOKApAOM M COOOIIa0-
LIMUMHUCS C MOJIOCThIO cepana [7, 9].

Jlnst koppecnonaenumu: bacapeuna Enena Huxonaeeua, TOKTOp Me.
HayK, pog., 3aB. kapauonorudeckum ota-uueM HUU neguarpun HII3/]
PAMH

UYacrora BeisiBiieHus HM cocrtasuia 0,014% [14]. Tlo
MHEHHMIO APYTHX aBTOPOB, YKa3aHHBIE ITOKAa3aTeIH CyIle-
CTBCHHO 3aHIKCHBI, IOCKOJIbKY OOJIBIIMHCTBO MAIlHMeH-
TOB HE JIO)KMBAIOT JIO CTApILEro BO3pacTa W HE YYUTHI-
BaroTcsi craructukoit [11]. Tlpu snupemMuoIornuecKkoM
uccaegoannu nereid ¢ KMII, gactora BEIIBICHHS He-
KOMITAKTHOCTH MHUOKapja jeBoro skenymouka (JIK) co-
craBuina 9,2 % u B crpykrype KMII okazanace TpeTheit
rociie THnepTpoPuIecKoil 1 aunarannonHoi [13].

W3meHeHHass CTPYKTypa CEPAEYHON MBIIINBL CO-
MPOBOXKAAETCS  MPOrPECCUPYIONIUM  HapylIeHHEM
GYHKIMHA MHOKap/ia ¥ pa3BUTHEM CEpICYHON HEJO-
CTaTOYHOCTH. BO3MOXHBIM MEXaHU3MOM BO3HUKHO-
BEHHSI CHCTOJIMYECKOW AMCOYHKIUU SBISETCS XPO-
HU4ecKas umemus Muokapaa. CymecTBeHHBIH BKJIa]
B JICKOMIIEHCAIIMIO CEePACYHON NeATeTbHOCTH BHOCHUT
HEJI0CTAaTOYHOE HANOJHEHHE JKeNyJOYKOB, BBI3BAHHOE
HapylLIEHHON pellakcanuei. YXyJqUIeHue JuacTOoIu-
YeCKOM (YHKIIUU KEITYIOUYKOB BO3SMOXHO 32 CUET M3-
OBITOYHBIX COCUHUTEILHOTKAHHBIX BOJIOKOH B 3HJIO-
KapJie, 9To Hepeako HaOmromaroT pu HM. Yame He-
KOMITAKTHOCTh MHOKap/a BBISABISIIOT B BEPXYIICYHBIX
u cpeanux cermenTtax JDK. Onpenensror HapyleHue
COKPAaTUMOCTH MHOKap/a He TOJIBKO B CETMEHTAaX C SIB-
HBIMUA YepTaMU HEKOMITAKTHOCTH, HO U BO BCEM XKe-
nynouke. ONUCaHbl Clydau CHUIKEHUs (pPaKIMH BbI-
opoca (®B) B npenenax 12—-38%, ognaxo B 12-20%
ciydaeB 001asi COKpaTUTeNbHasi CIOCOOHOCTB cepalla
JUIATEIbHOE BpeMsi coxpaHsuiach [8, 9]. Heynopsano-
YeHHOE CTPOEHNE MUOKapINaIbHBIX TPabeKyi, n3ome-
TPUYECKOE COKpAIeHNWE C YBEIMUYEHHBIM BHYTPHCTE-
HOYHBIM HANpPsDKCHUEM, OTPAaHUYCHHUE KOPOHAPHOTO
KpoBocHaOxeHus B ydacTkax ¢ HM moryT ObITh Tipes-
MOCBHUIKAMU OIMACHBIX JIJIsl XKU3HH apUTMU, HOPMHUPO-
BaHUsI TPOMOOB B oOyacTu TpabeKyn u TpoMO03IMO0-
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Puc. 1. lunatanus moaocTH, HEKOMIAKTHOCTh MUOKap/a JIEBOTO U
MPaBOro JKEITY0UYKOB.

JUYECKUX OCIOKHEHHH.

Crnemyer oOpartuTh BHUMaHWe, uto HM, sBusschk
BPOXKJICHHOHN MAaTOJIOTHEW, YacTO HE PACIO3HACTCS HIN
JIMarHOCTUPYETCS HECBOEBPEMEHHO, 4YTO 0O0yCIIoBIIe-
HO HeCHenu(pUIHOCTHIO €ro MPU3HAKOB, a TaKKe HEJ0-
CTaTOYHOM OCBEIOMJICHHOCTHIO Bpauei. 3aboseBaHUe
JUIMTEIILHOE BPEMSI MOXET MPOTEKaTh OSCCUMIITOMHO U
BIIEPBBIE MOKET BBISBIISATHCS NPU WHCTPYMEHTAIBHBIX
WCCIIEIOBAaHMAX KaK CIy4yaifHas HaXoJIKa.

YYuTHIBasT aKTYaIBHOCTB dTOU MTATOJIOTHH, TPHBOINM
COOCTBEHHBIC KIIMHUYIECCKIE HAOTIOMEHUSI.

Knunngeckuit cmydait Ne 1: bonsuas T., 5 ner,
08.10.07 moctynuia B CBSI3U C BBISIBICHHOW KapAauoMe-
rajauen.

W3 anamuesa: ot 4-it 6epemennoctu (1-1 — mpous 10
JIET 370poBa; 2-1 U 3-1 — MEAMIUHCKUN abopT), MpoTe-
KaBIe Ha (oHE yrpo3sl mpepbiBanms Bo 11 TpumecTpe.
C TiepBBIX MECSIICB JKU3HHU OTMEUAJICS ITHAaHO3 HOCOTYO-
Horo TpeyronsHuKa. Yacto 6oera OPBU. Obparmanm Ha
ce0sl BHIMAaHUE TIOBBIICHHAS YTOMIIIEMOCTD, CIa00CTh,
CHIKEHHBIH allleTuT, Ioxas mprudaBka Maccsl Tena. He-
OJTHOKPaTHO KOHCYJILTUPOBaHA TEHETMKOM W HEBPOIIATO-
JIOTOM B CBSI3H C MBIIIIEUHO!N TUIIOTOHUEH, TIOJTydala Kyp-
CaMH COCYIHCTBIE, HOOTPOIIHBIE Tpernaparsl. M3MeHeHus
PaCIICHUBAINCH KaK TPOSBICHUS IWCIUIA3MH COCITUHU-
TeNbHOM TKaHU. HaciiecTBEeHHOCTh He OTSTOLIEeHa.

B cenrabpe 2007 1. Ha ¢one OPBU (moBbrmenue
TeMIeparypsl, Kallelb, PUHUT) y peOeHKa OTMEUeHA pe3-
Kasi cJ1abocTh (TepecTalia XOAuTh), BAIOCTh. [losBuinch
OTEKH Ha JIUIIe, TOJICHSX, CTOIAX C TeHJICHIIMEH K Hapac-
TaHuto. [ocnuTanu3upoBaHa ¢ AMAarHO30M He(poTHde-
CKOTO CHHJpOMa. B crarmoHape KOHCTaTUPYIOT TsKe-
JI0€ COCTOSIHHE, BBIPAKCHHYIO MBIIICYHYIO THITOTOHUIO,
BSJTOCTH, TETIATOMETAINIO, aHACapKy. BBIABIAIOT M3Me-
HEHUS: Ha PEHTTCHOTPaMME OPTaHOB TPYIHOW KJICTKU
(xapauomeranus), DxoKI (gumaTtamus moaocTe U CHU-
JKEHME COKpaTuMocTH MHoKapaa) u OKI' (taxukapaus,
BBIp2)KEHHBIC HApYIICHHS TPOIECCa PEeIospU3aluu
Muokapna). C mofo3peHreM Ha IIaTalliOHHYIO Kap-
nmuomuonatuio (JIKMIT) pebenok 08.10.07 mepeBencH B

Puc. 2. Cepaue Gompnimx pasMepoB. 3HAUUTEIBHO PACIIMPCHO B
MOTICPEYHHUKE 32 CUCT YBEIMICHHBIX MPABBIX U JICBBIX OT/IEIIOB.

KapINOJIOTMYECKOe OT/IEIeHUE [T yTOYHEHUs IMarHo3a
U KOPPEKIUH TePaIuH.

Ha MoMeHT mocTymieHusl COCTOsiHIE peOeHKa pac-
[IEHEHO KaK O4YeHb Tskeaoe. CaMOCTOSTENIbHO He MOTJIa
CTOATh M3-3a pe3koil cimaboctu. [Ipm ocmorpe obpa-
[IeHO BHUMaHHe Ha OTCTaBaHUE B (DU3MUECKOM pa3BH-
tnu (Macca tena 13,3 kr, poct 101 cm), nedopmaruio
rpyaHoi kietkn (“‘cepaeuHslii rop0”), MacTO3HOCTH
KOXKHBIX ITOKPOBOB, OTEKH HA HOTaX, PacIIMpeHUe Ipa-
HHUII cepaua, Taxukapauio a0 140 B MUHYTY, TIIyXOCTh
TOHOB cepama, renaromeranuto. [lpu OxoKI: nunara-
s monocred cepana JOK, quamerp n/c 51/47; o0bem
n/c 124/102 mn, neoe nipencepaue (JIIT) =32 - 43 mwm;
mpasoe npezacepaue (I11T) = 32 - 30 MM, aTproBEeHTpPH-
KyJSIpHAsT pEerypruTanus: MUTPAIbHBIN KJIallaH — CUM-
NITOM «pBIOBEH MacTu», perypruranus +4, TPUKYCIH-
JIATbHBIN, peryprutamnus +3; KianaH JeroYHol apTepuun
peryprutanuu 0 + 1, gaBnenue B ierouyHoit aprepuu 60
MM PT. CT., 3HAUUTEIHHOE CHIIKEHUE COKPATUTEIBHOMN
¢dysaxun muokapaa JODK (OB 21%), HekoOMIakTHOCTh
MHOKap/ia JEBOTO U MPABOTO KEIyA0YKOB, THAPOTIEPH-
Kapn (puc. 1).

Ha OKI': mpusnaku runeprpopun muoxapaa JIK,
pe3Kas Taxukapjaus, BBIpaXKEHHOE HapylleHHe Ipoliec-
ca penossipuszanuu, peromeH WPW. Ha penrtrenorpam-
Me CHW)KCHUE ITHEBMATU3AIUH JIETOYHOW TKAHH 33 CUET
COCYIHCTOrO KOMIOHeHTa. KOpHH JIeTKUX 3HAYHTENBHO
pacIIupeHsl, YIUIOTHEHBI, CTPYKTYpHBIE. JIerouHbIi MH-
TepcTULUN yIaoTHeH. CBEXHMX OYaroBbIX M3MEHEHHUN
HeT. Cepane OONBIINX pa3MepoB, 3HAYUTEIHHO PACIIIH-
peHo B momnepednuke. Jlyru cepamna criakeHbl. 3HaUH-
TEJIbHO Y/UIMHEHA JIyra MpaBoro IMpeiacepaus. Y TouIe-
HUE KOCTaJbHOH IUIeBpHI cripaBa. Kymomsl nuadparmbl
poBHbIe, uerkue. Cunycol auddepenuupyrorces. KTU
0,67 (puc. 2). XM-3OKI': cunycoBas Taxukapaus. Lup-
kanueiid uHAeke 1,0 (CHWKEH), pUTUIHOCTh pUTMa. BBI-
paKeHHBIE HapYIIeHHS MPOIecca PenosIpu3anu. ATH-
nuuHbii WPW.

Pesynbrarhel nccnenoBaHus KPOBU Ha aHTUTENA K TKa-
Ham cepana ot 16.10.07: (momoxutenbublil TuTp 1:320.
AH® ner, k sanotenuto 1:40, kapauomuonutam 1:160,
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maakoi myckynarype 1:160, BonokHaMm npoBoAsIeH cu-
creMbl 1:160) He OATBEP K AN TE€UEHHE MHOKAPIUTA.
Ha done neyenns (muypetuku, xopaapon, UAIID, mnu-
TOKCHH, MPEIHU30JI0H — Ha3HA4YeH 110 TSHKECTH COCTOSA-
HUS) HA TPETher Hefelne MpeObIBaHNs OTMEYEHO HEKOTO-
poe ymydIIeHHe CaMOYyBCTBHSA: COKPATHIINCH Pa3Mepsl
nedenu 10 0 + 1 cm, conutu oteku, ymensiunacs YCC.
OnHako JUHAMUKA WHCTPYMEHTAJIBHBIX HCCIEI0BaHUI
ObLITa OTpUIIATENILHOW. Pe3koe yXyIieHne cocTosHUS pe-
oenka orMeueHo 06.11.07 — ycumuiicst 1TuaHo3, OTMEUCHO
HaOyxaHre IIeWHBIX BEH, HApacTaHUE Pa3MepOB MEeYEeHU
o 4-5 cM. PeaHnMarmoHHbIE MEPOTIPUATHS OBLTH He-
3¢ G eKTHBHBI, KOHCTATHPOBAaHA CMEPTh.

Huarno3: HM. HepocratouHOCTH MUTPAIBHOTO, TPU-
KyCIMJAJIBHOTO KJIATIAHOB U KJIalaHa JIETOYHON apTepHH.
Bricokas nerounast runepreH3us. ATUIMYHBINA CHHAPOM.
WPW. HK II-1II cragus. Kaxekcus.

[Ipu maronoro-aHaTOMHUYECKOM HCCIIE0OBAHUH CEPI-
[le UMeJI0 MAapOBUIHYIO (opMy 3a CueT MHOTEHHOMH
Juiatanuy nonocteil. Muokapa mpaBoro >Kenymodka
runepTpodupoBan, UMeeT TryO4aTelii BHJ C OOJNBIIUM
KOJTMYECTBOM TpabeKyl W MEeXTpPaOeKyIsIpHbIe YIIy-
OJIeHUsI, B KOTOPBIX BUAHBI MHOTOYHCIICHHBIC MPHCTE-
HOYHBIC KpacHbIE TPOMObI. MHUKPOCKOIIMYECKH BUIHBI
MHOKECTBEHHBIE ~ MEXTPAOCKYIsSpHbIE  YIIyOJICHUs,
BbICTIIaHHBIE dHAoTeaneM. CyOsHIOTeNnnaabHO BBIpa-
KeHHBIN (hrOpoamacTo3 U KapAuockiepo3. BrisBieHb
aHOMaJbHas apKaja MHATPANBHOTO KJalaHa W HaJKJa-
MaHHBIN CTEHO3 A0PTBHL.

Knunnuecknit cnmyyait Ne 2: boasnas I1., 14 ner.
HabIr01a)1ach B KapHOJIOTHYECKOM OT/IEIIEHUH C arlpess
2007 r. mo ampens 2009 1.

AHaMHe3: oT 1-i OepeMEHHOCTH, NPOTCKaBIICH Ha
(hoHE TOKCHKO3a Ha BCEM MPOTSHKEHHH, 1-X CPOYHBIX PO-
JI0B, Macca Tena npu poxjaenud 2700 1, niouHa 49 cM.
Pannee paszBuTHE COOTBETCTBYeT BO3pacTy. [IpuBHBKH
o kanennapio 10 12 mer. OPBU 1 pa3 B roa. Hacnen-
CTBEHHOCTbH HE OTSTOIIEeHA.

B utone 2006 r. BepBble ObLIN 3aMEUYEHbI OTEKH Ha
Horax. [ocruTanu3upoBaHa B CTallMOHAp MO0 MECTY XKH-
TenbcTBa B aBrycte 2006 I. B CBSI3U C HapacTaHUEM OT-
ekoB. [Ipu mocTyruieHnn: pacimpeHue rpaHul] cepala,
[TyXOCTh TOHOB Cep/ilia, apuTMusi, anacapka. [1o pe3ymnb-
TaTaM HCCIIEAOBAaHHUN BBISBICHBI TWJIATAllMs TMOJOCTEH
cep/Ia cO CHIWKEHHEM COKpPAaTHTENbHOW CIIOCOOHOCTH
(DB 17%), Tpom6 B monoctu JIK, skemynouxoBas oure-
munust, CO3 19, CPb 19 (Hopma 10 5). JlnarnoctupoBan
WHQEKIIUOHHBIA SHIOKApINT, MEePBUYHBINA, MOAOCTPOE
TeueHue. [IpoBeneHa Tepanus, BKIIOYAIOIIAsS aHTHOMO-
TUKH, WHOTPOIHBIC CpeACTBa (IOpaMUH, IUTOKCHH),
MeTabomuTsl (HEeOTOH, mpeaykran) maHanruH. BBUI,
JTYPETHKH, KalloTeH, KOpAapoH, MpeaHn30I0H. OT™Mede-
Ha TOJOXKHTENIbHAs AUHAMHUKa B BUjE MoBbIIIeHus OB
1o 27%, nopmanuzanuu nokaszareneit COD u CPb. Ilo-
CJIe BBIMTUCKHU TPOJIOJDKCHO JIEYEHUE B aMOyIaTOPHBIX
yCIoBHSX. B Kapauonoruueckoe OTIEICHHE BIIEPBHIE
noctynuia B anpesie 2007 I. ¢ HanpapJISIOMIUM JIHATHO-
3oM JIKMII. Ilpu ocmotpe (Macca Tema 40,35 kT, pocT
161 cm) oOpamanu Ha ceds BHUMaHWE THIEPMOOHIIB-
HOCTh CYCTaBOB, BbIOyXaHHe OOJaCTH ceplia, paciin-
peHue rpaHmIl cep/ia OoJbIIe BIEBO, INTyXOCTh TOHOB
cepua, akIeHT 2-To TOHA HaJ JIETOYHOW apTepueil.

Jyromuil CUCTOIMYECKUM IIyM Ha BEPXYILIKE cepAala ¢
uppaauanyei B IeByI0 akCHUISIpHYo obnacts. [1o nan-
HbIM peHTreHorpaguu: kapauomeranus (KTO 0,60),
ycuseHue JieroyHoro pucyska; 9xoKI: ®B 33%, nas-
nenne B JIA 39 mm pt. ct., HM JIXK (6). [Ipu nccnemo-
BaHWHW KPOBM HA aHTHUTEJA K TKAHSAM CEpJLa BHITBICHBI
JUATHOCTUYECKHE THUTPHI aHTUTEN K KapAHOMHOIIUTAM
1:320 u BonmoxHaM mpoBoasiel cuctemsl 1:320. beur
BeicTaBieH nuarxnos: JIKMII, HM JIK, menmocrarou-
HOCTb MHUTPAJIBHOTO, TPUKYCIHUAAIBHOIO KIAMaHOB U
KJIallaHa JIETOYHOU apTepuu. XKemynoukoBas apUTMHUSL.
Jlerounas runeprensus (HK II B-A cragun). [IpoBonu-
Jach Tepamus: MOHOIPHI, (ypOCEeMH, BEPOIITHUPOH,
BapdapuH, TUTOKCHH, KOpPAAapoH, apu(oH, aKTOBETHH
BHYTPHUBEHHO, KypC MHTparoOnHa BHYTpHUBEHHO. Ha
3TOM (hOHE OTMEUYCHA MOJOKHUTEIbHAS IMHAMUKA B BU-
ne nosbimenns @B no 41%, ymeHbllleHHEe pa3MepoB
nosioctel cepaua. I[loBTopHas rocrnuTanu3anusi COCTo-
sutach B aBrycre—ceHTsope 2007 r. Ilpu oGcienoBanun
OB 39%, naBnenue B JIErOYHOM apTepuu 35 MM pT. CT.
[To nanusiM MPT cepana noareepxxaed HM JDK. B te-
panuu K IpOBOJUMOMY paHee JICUSHHIO MOIKIIOUEH JIN-
JIATPEH ] ¥ C YYE€TOM MTOBTOPHO BBISIBICHHOTO BBICOKOTO
TUTPaA aHTUTEN K KapAHUOMHUOIIUTAM U MPOBOAIICH CH-
cTeMe cepiaua asaruonpuH. [IpoBeneH MOBTOPHO BHY-
TPUBEHHO KypC MHTpariioOnHa, akToBernHa. Brinucana
C TOJOXKUTEIBLHON MUHAMUKOH. 3a rmepuon mpeObIBa-
HUS J10Ma OTMEUEHO YXYAIIEHHE COCTOSIHUSA, MOsBIIE-
HUE CWJIBHOTO Kallllf, COTPOBOXKIABIIETOCS PBOTOH,
BAJIOCTh, OTEKH Ha JIMIlE, HOTaX, TMOSBHUIIOCH 3aTPyI-
HeHue apixanus. [lo MecTy xuTenbcTBa OBIT OTMEHEH
coTaJieKC, BHOBb Ha3HAu€H KOpJapoH. YBeJIHYeHa 7j03a
¢dypocemuna ¢ 10 no 20 mr/cyt Ha 7 nueit. Ha ¢one
KOPPEKIIMHU TEPANUU MONOKUTEIbHON TUHAMUKYI HE OT-
MedeHo. PebeHok rocmuTaauzupoBaH B oKTsaOpe 2008
r. [Ipu ocmMoTpe BrIOyxaHue B 00JacTH cepAla, paciin-
peHue TpaHuIl cepIia, pe3Ko MPUTITYIIEeHBI TOHBI CepII-
1a, aKMeHT 2-To TOHa Haj JeroyHoi aprepueir. HCC
86 B munyty, AJl 85/50 MM pT. CT., remaToMeraaus 10

Puc. 3. TpoMOBI B MOJOCTSIX cepaiia: JICHTOYHbIH TpoMO 4,0 - 6,0 MM,
opranmytomuiics B 12—13-m cermenre JDK, Ha Bepxymxke 2,1 - 1,9
MM, B 6-Mm cermente 0,8 - 1,5 mM.
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Puc. 4. Yrommenue crenku JOK 3a cyer upe3sMepHO BBLAAIOIINXCS B
TIOJIOCTH JKEIyJj0uKa TPaOeKyll ¢ TIyOOKHMH MEKTPaOeKyIsIpHBIMH
CHHYCAaMH, COCTaBIISIIOIIMMHU HEKOMITAKTHBIN CJIOM.

3,5 cMm. [lpu obGcrmenoBaHNM yXYyAIICHHUE TOKA3aTeNeH
OxoKI" B Buae cumxkenuss OB 1o 28%, aumararmun JIDK
(KAP no 63 MM), MOBBIMICHHS NABICHUS B JIETOYHOM
apTepuu 10 44 MM PT. CT., HApacTaHUE TPUKYCIUIATb-
Hol peryprutauuu. [To nanapiM XM-OKT, okoso 5000
JKEITYIOUKOBBIX 3KCTpacucToid. IIpoBeneHa koppekius
paHee MPOBOJAMMOMN KOMIUIEKCHOW Tepanuu: JUIaTpeH
1 KOpAApOH 3aMEHEHBI Ha KOHKOp 3,75 Mr/cyT, 1o TH-
KECTH COCTOSHHUSA MOJIKIIOUEH MPeIHN30I0H 20 MI/CyT.
Ha sTom ¢oHne cocTosiHue pedeHKa yIydIInioch, OTMe-
YeHa MOJIOKUTENbHAsT NUHAMHKA HHCTPYMEHTAIbHBIX
nokazaresieil. PeOeHOK ObUT BBIMTUCAH JOMOW IS MPO-
JIOJKEHUs JICUEHUs] 0 MecTy kuTenbcTBa. C siHBaps
2009 r. mosiBUIMCH €J1adOCTh, 00JIb U OHEMEHHE B HO-
rax. Co cjoB poauTesel Tepanuio MPOBOIUINA B MOJI-
HOM obOweme. Ilocnennsas rocnuranuzanus B 24.02.09.
IIpu mocrymnenuu cocTosHUE KpaliHe Tspkenoe. Koxk-
HbIC TIOKPOBBI OJICJHBIC C [MAHOTHYHBIM OTTEHKOM,
MpaMOpHbIEC, KOHEYHOCTH XOJOAHBbIC, ITHUAHOTHYHBIN
pyMsiHell, nuaHo3 ry0. B nerkux npIxaHue MKecTKoe,
BJIQ)KHBIE pa3HOKaIUOepHBIE XPHUIBI ¢ 00EUX CTOPOH.
OO6acth cepama BeIOyxaeT. Pacmmpenue rpanui cep-
11a IPEUMYIIECTBEHHO BIeBO. TOHBI cepama Tryxue, ak-
[IEHT 2-TO TOHA, APUTMUS, CAMHIIHBIC YKCTPACUCTOIHI,
MPOOEKKH U3 TPEX COKPAIICHUH, YIOIINI CUCTOINYe-
CKHUIl IIyM BAOJb JICBOTO Kpas TPYIUHBI, HA BEPXYI-
Ke, UPPaJUHUPYIONIUH B JIEBYK aKCHIUSIPHYIO OOJIaCTh,
xopaanbHbii muck. UCC 92 B munyTy. Al 105/65
MM pT. cT. [ledenp +3,5 cM m3-moz kpasi peOepHO Iy-
M TUIOTHODJIACTMYECKOM KOHCUCTEHIMU. OTMEueHO
3HAUNUTEIBHOE YXYAIICHHE WHCTPYMEHTATBHBIX II0-
kazareneil. OxoKI' ot 24.02.09: JIA 22 mwMm; aopra 25
MM. Ilepennss crenka mpasoro skemymouka (IDK) 45
mm; T1K 22 mm; JIDK KIP 64/56; KOO n/c 209/154 mn
¢paxus m3raanus 0,26; 3CIDK 73 mm; JIIT 38 mwm; TITT
39 mMm. Knamanel: MATpambHBIH — CHMIITOM ‘‘pHIObEH
acTu”’, KpaeBoe YIJIOTHEHHE CTBOPOK, PErypPrUTALUS
+2-3; TpUKyCHUJAIbHBIM — CKOPOCTh MaKCHMaJbHON
peryprutanuu 3,2 M/c, perypruranus +3—4, kiamnaH
JIETOYHOW apTepuu — NaBlIeHHEe 56 MM PT. cT. BrisBie-
HBI TpoMOBI B monoctsax cepana (puc. 3). Ilo ganHbIM

Puc. 5. Pacimpenne rpanun cepaua. KTHU = 67%.

MPT HM JIK noxnreepskaeH npy NepBOM rocnuTann3a-
1uu (puc. 4). Cepale 3HaYUTEIHHO YBEIMUYEHO B ITOIIe-
pEYHHKE 3a CUET PACLIMPEHHs IPABOM U JIEBOU I'PaHUL
cepaua. ATprOBa3ajIbHbBIM yroia BeICOKHHA. BeiOyxanue
ayru III1. Kynonsr nuadparmer pousle, yetkue. Cu-
Hycsl guddepennupyrores (puc. 5). KT ot 24.02.09:
YCC 105 B munyty. OTKJIIOHEHHE 3JIEKTPUUECKON OCU
cepaua Bnpaso. Putm JIII. Peructpupyrorcs eauHuy-
HbI€ W TapHbIE MPAaBOXKETYTOUYKOBBIE 3KCTPACHUCTOIEI,
a TaKKe OJHA PAaHHAS NpeicepAHas HKCTPACHUCTONA.
CHuxeHn BosbTaxX QRS B CTaHJAPTHBIX M YCHIICHHBIX
oTBeseHusX. Hemonnast Giokaga mpaBoil HOXKKH ITyd-
ka ['mca. ['uneprpodus muokapna JIK u JII1. B guna-
MUKe — HapacTatoias neperpyska [1I1. BerpaxenHbie
HapyIIeHUsT TPOIECCOB PETOIApHU3alA B MHOKapIe.
CocrosHre pebeHKa OCTaBaloCh KpaiHe TsoKeiabiM. B
OTJICJICHNN TPOBOANIIACH KOPPEKIHS 3JIEKTPOIUTHOTO
OaylaHca, KOppEKIUsl CepAeyHOW HEJOCTaTOYHOCTH, a
TaK)XKe a3aTUONpuH, npeaHu3zosnoH. C TpoMmOoauTHUE-
CKOHM Llenblo moaKioueH (pakcunapus. Peskoe yxyn-
IIEHUE COCTOSHUS peOeHKa oTMeueHo 17 mapTa, IpoBo-
JUMble peaHMMalMOHHbIE MeponpusaTusa 6e3 sddexra,
KOHCTaTUPOBaHA CMEPTh.

JlmarHos: nuiaranuoHHas KapAMOMHONATHS, BOCIIA-
autensHas. HM JDK. HepocratouHOCTE MUTPAIbHOTIO,
TPUKYCIH/IAJTBHOTO KJIANIAaHOB M KJIaraHa JIETOYHOH ap-
tepun. JKenynoukoBas aputMus. Jlerounas runepreH3us.
TpombosamoKapauT. TpoMOOIMOOINIECKUIT CHHAPOM.
HK III cragun.

[Tatonoro-anaromuueckuii auarno3z: HM neBoro u
IIPABOTO JKEJTYIOYKOB C BBIPAKEHHOM MHOICHHOM uiiara-
LUEN KeyAouKoB cepaua. MHTepcTULManbHbIA MPOIYK-
TUBHBIA MHOKap/IUT, MEJIKOOYaroBble HEKPO3bl MUOKap/a,
OYaroBbIH KapAHOCKIIEPO3, KOMIICHCATOPHAS THIIEPTPOdUs
KapAUOMUOLUTOB. [IprCTeHOUHBII 1 KiIanaHHbIH TPOMOO-
SHIOKapAUT. TpoMO03MOONINUECKUI CHHAPOM: HILIeMUYe-
CKHe MH(ApKThl IIOYECK U CEJE3EHKU, OYaroBblli IOCTHH-
(hapkTHBII HEPOCKIEPO3. YMEPEHHO BBIPAKCHHBIH ITHEB-
MOCKJIEPO3 ¥ TEMOCHEPO3 JIeTKUX. OTEK JIETKHX.

Kak rmoxaszanm Hamm HaOIIOACHNS, YaCTOH MPUYMHOMN
HarpaBieHus: 6oabHbIX ¢ HM k kapauosory sBisercs

POCCUMCKHUIN HEJAUATPUYECKHUIA KYPHAJI
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