of Contemporary Clinical Medcine]. 2015; 1 (8): 62— 8. Andreeva E, Pokhaznikova M, Lebedev A, Moiseeva |,
69. Kozlov A, Kuznetsova O, Degryse J.-M. The RESPECT
Menezes AM, Perez-Padilla R, Jardim JR et al. Chronic study: RESearch on the PrEvalence and the diagnosis of
obstructive pulmonary disease in five Latin American cities COPD and its Tobacco-related etiology: a study protocol.
(the PLATINO study): a prevalence study. Lancet. 2005; BMC Public Health. 2015; doi:10.1186/s12889-015-
9500 (366): 1875—1881. 2161-z.

Buist SA, McBurnie M A, Vollmer W M, Gillespie S, Burney 9. Andreeva E, Pokhaznikova M, Lebedev A, Moiseeva |,
P, Mannino D M, Menezes AM, Sullivan SD, Lee TA, Weiss Kozlov A, Kuznetsova O, Degryse J-M. The prevalence
KB, Jensen RL, Marks GB, Gulsvik A, Nizankowska- of airflow limitation in North-West Russia according to
Mogilnicka E. International variation in the prevalence of different cut-off values. Respiration. 2016; 91: 43—55.
COPD (The BOLD Study): a population-based prevalence  10. Bridevaux PO, Probst-Hensch NM, Schindler C, Curjuric
study. Lancet. 2007; 370: 741—750. I, Felber Dierich D et al. Prevalence of airflow obstruction
Chuchalin AG, Khaltaev N, Antonov NS, Galkin DV, in smokers and never smokers in Switzerland. European
Manakov LG et al. Chronic respiratory diseases and risk Respiratory Journal. 2010; 36: 1259—1269.

factors in 12 regions of the Russian Federation. IntJ Chron ~ 11. Kovalkova NA, Logvinenko NI, Voevoda MI, Malyutina
Obstruct Pulmon Dis. 2014; 9: 963—974. SK. Rasprostranennost’ bronhoobstruktivnogo sindroma v
Gambaryan MG, Kalinin AM, SHal'nova SA, Smirnova MI, otkrytoj populyacii goroda Novosibirska [The prevalence of
Deev AD. Izuchenie ehpidemiologicheskih osobennostej bronchial obstruction syndrome in the open population of
hronicheskih respiratornyh zabolevanij v zavisimosti Novosibirsk]. Yakutskij medicinskij zhurnal [Yakut Medical
ot regiona prozhivaniya v Rossii [The study of the Journal]. 2013; 4: 22—24.

epidemiological features of chronic respiratory diseases,  12. Lundback B, Lindberg A, Lindstrém M et al. Not 15 but

depending on the region of residence in Russia].
Profilakticheskaya medicina [Preventive medicine]. 2015;

50% of smokers developed COPD?: Report from the
obstructive lung disease in Northern Sweden studies.

1:14—20. Respir Med. 2003; 97: 115—122.

© M.K. Ymapoga, E.H. bacapruHa, A.B. LLlynaes, [./. Mapanos, 2016
YK 616.127-053.2-036.88-037 DOI: 10.20969/VSKM.2016.9(5).40-48

NMPEAUKTOPDbI JIETAJIBHOIO UCXOA4A NPU OUNATALUNOHHOM
GEHOTUNE HEKOMNAKTHONO MUOKAPAA Y OETEN
(pe3ynbTaTbhl UCCNeaoBaHUS)

YMAPOBA MAJIMKA KYBATOBHA, acnvpaHT Kapanonornieckoro otaeneqms GrAY «HayyHblii LeHTP 340p0Bbs
netei» MuHaapasa Poccum, Poccusi, 119991, Mocksa, JlTomoHocoBckuii pocri., 2, cTp. 1, Ten. +7(499)134-04-90,
e-mail: u.malika@gmail.com

BACAPIr'MHA EJIEHA HUKOJIAEBHA, nokT. Mea. HayK, Mpogeccop, PyKoBOAUTEb KapANOI0rM4eCcKOro OTAeNeH s
@AY «HayyHbii LeHTP 340p0Bbs AeTer» MuHaapasa Poccum, Poccus, 119991, Mocksa, JlomoHOCOBCKkuii npocrt., 2,
cTp. 1, Ten. +7(499)134-04-90, e-mail: basargina@nczd.ru

LUYJIAEB AJIEKCEW BJIABUMUWPOBMY, [0KT. Mef. Hayk, Mpo(eccop, MpopekTop o KIMHNYECKoii paboTe

@rb0Y BO «KazaHckuii rocynapCTBeHHbIV MeanUMHCKuI yHueepcnuteT» MuHaapasa Poccum, Poceus, 420012, Ka3atb,
yn. bytneposa, 49, Ten. +7(843)299-42-34, e-mail: shulaev8@gmail.com

MAPAINOB JAMUP UJTbOAAPOBUY, accucTeHT kagenpb! 06LLECTBEHHOIr0 3[10P0BbS M OPraHU3aLImm 34PaBOOXPaHEeHUs]
®re0Y BO «KazaHckuii rocynapCcTBeHHbIV MeanLMHCKMI yHuBepcnteT» MuHaapasa Poccum, Poceus, 420012, Kasatb,
yn. bytneposa, 49, ten. +7(987)288-00-20, e-mail: damirov@list.ru

Pedepar. Ljenb uccnedoeaHusi — yCTaHOBUTb NPEAVKTOPbI NETanbHOro UCXo4a Npy HEKOMMNAKTHOM MUoKapae
NEBOTO Xenyaoyka ¢ gunataunoHHbIM cheHoTunoM. Mamepuas u memodsl. ObcnefnoBaHbl 48 feTel ¢ gunataum-
OHHbIM P€HOTUMOM HEKOMMNAKTHOrO M1OKapAa, B Bo3pacTe oT 2 mec Ao 17 neT 7 mec, u3 Hux 20 (41,7%) neBovek.
Mcnonb3oBaH KNUHWKO-aHaMHECTUYECKUIA MOAX0A, AaHHble axoKapanorpadumn, XonTepoBCKOro MOHUTOPUPOBAHMUSA
anekTpokapguorpaMmmel. Pesynbmamsbi u ux obcyxdeHue. CornacHo rnonyYyeHHoW MOAENU, pUcK netanbHOro
ncxopa npu AvnaTaumoHHOM (heHOTUNE HEKOMNAKTHOrO MMokapaa ysenunymeaetcs Ha 1,9% npu yBennyeHum Bo3s-
pacTa aebtota 3aboneaHus Ha 1 mec. HemsonupoBaHHasa doopmMa conpoBoXxaaeTcs 60MbLIMM PUCKOM JfleTanbHOro
nexopga — Ha 302,5% no cpaBHEHUIO € M30nNMpoBaHHOW. [py aHann3e AaHHbIX XONTEPOBCKOrO MOHUTOPUPOBAHNS
3MeKTpoKapaMorpaMmMbl NOMyYeHbl ABa KnacTtepa, BTOPO 13 KOTOPbIX XapakTepuaoBancs 6onbLuein YacToTon xe-
NYO0YKOBbIX HapyLweHun putma. MNpuHagnexxHocTb KO BTOPOMY KnacTepy yBenuynsana puck netansHoro ncxoaa
Ha 143,6%. Hannune Tpomb0o3a B aHamHe3e nauneHTa yBenuymnaano puck cMeptu Ha 173,3%. MNpu noctpoeHnm
perpeccuoHHon mogenu crnepytolmne akTopbl ObINN UCKMOYEHbI Kak HE3HaYMMbIe: NON NauneHTa, xapakrtep ob-
Hapy»eHus 6onesHu (crnyyamHoe/Ha OCHOBaHMU MPU3HAKOB CEpPAEYHON He4OCTaTOYHOCTH), BO3pacT Ha MOMEHT
nepBoOW rocnMTanuaaumm B Hally KIMHKKY, MakCMarnbHOE COOTHOLLEHWE TOMLWUHBI HEKOMMaKTHOro M KOMNAaKTHOrO
CINoeB MMoKapAa, KONMYeCcTBO HEKOMMAaKTHbIX CErMEHTOB MMOKapAa, axokapanorpaduyeckme napaMeTpbl cepaua.
3aknroyeHue. BoisBneHbl hakTopbl, BIUAOLWME HA BEPOSATHOCTb eTanbHOro ncxoga npv gunaraumoHHoM deHo-
TUNe HEKOMMAKTHOrO M1okapaa y aetei: 1) Bo3pact Ha MOMeHT aebtota 3aboneBaHus; 2) Hannune coveTaHHbIX
BPOXOEHHbIX MOPOKOB CEPALA; 3) Hann4une xenygo4koBblX HapyLLEeHUn puTMa cepaua; 4) Hannyine TpomboTUYECKMX
OCINOXHEHUN B aHaMHese.

Knro4yeeble crioga: HEKOMMAKTHbIA MUOKapA, AUnaTauMoHHbIN (DEeHOTUN, NPEeAMKTOPbI NeTanbHOro ncxoaa.

Ansa ccbinku: NpeankTopbl NETaNbHOIO UCXOA4a NPU AUNaTauuoHHOM (hEHOTUNE HEKOMMNAKTHOrO Muokapaa y AeTen
(pesyneratbl uccneposanus) / M.K. Ymaposa, E.H. BacapruHa, A.B. Wynaes, [1.1. Mapanos // BecTHuk coBpeMeHHON
KIMHU4Yeckon meamumHbl. — 2016. — T. 9, BbIn. 5. — C.40—48.
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WITH DILATED INCOMPACT MYOCARDIUM PHENOTYPE
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Abstract. Aim. To determine the predictors of mortality in pediatric patients with left ventricle incompact myocardium
dilated phenotype. Material and methods. 48 children (20 — female, 41,7%) with dilated incompact myocardium
phenotype aged 2 moths — 17 years 7 months were surveyed. Clinical history was taken. Heart ultrasound and
Holter electrocardiogram data were used in clinical trial. Results and discussion. According to the resulting model
the risk of mortality in pediatric patients with dilated incompact myocardium phenotype increases by 1,9% at the older
age of the onset of the disease with each month. Nonisolated form is accompanied by a risk of mortality 302,5%
higher in comparison to the isolated form. Holter electrocardiogram data analysis revealed 2 clusters. 2" cluster
was characterized by a higher prevalence of ventricular arrhythmia. The cluster presented the increased risk of
mortality by 143,6%. Thrombosis in patient history increased the risk of mortality by 173,3%. The factors excluded
in regression model construction as insignificant were the following: gender, the origin of the disease (casual / heart
failure), the age of the 1st hospitalization, the ratio of the thickness of non-compact and compact myocardial layers,
the number of non-compact myocardial segments and heart ultrasound parameters. Conclusion. The factors affecting
the possibility of mortality in pediatric patients with dilated incompact myocardium phenotype were revealed. Those
are the age of the onset of the disease; associated congenital heart defects; ventricular arrhythmia and thrombotic

complications in patient history.

Key words: incompact myocardium, dilated phenotype, predictors of mortality.
For reference: Umarova MK, Basargina EN, Shulaev AV, Marapov DI. Predictors of mortality in pediatric patients with
dilated incompact myocardium phenotype. The Bulletin of Contemporary Clinical Medicine. 2016; 9 (5): 40—48.

AKTyaanOCTb. HekoMnakTHbIN MUOKapA
XapakTepusyeTcs HanuyMem BbICTYNatoLWmx
Tpabekyn, MexTpabeKynspHbIX KapMaHoB U ABY-
CNONHOro MMokapga, COCTOSLEro U3 KOMNakTHOro
1N HekomnakTHoro cnoes [1]. 3aboneBaHne HeogHO-
pPOAHO NO MHOMMM NpU3HaKam: No Bo3pacTy AebtoTa
©onesHun, gManasoHy KIUMHUYECKON CUMNTOMAaTUKMU,
XapakTepy pemogenupoBaHua Muokapga, a Takxke
HenocpencTBEHHO MOPAOMNOrMYecKkon CTpyKType
HEeKOMMNakTHoOro crnos muokapaa. KnuHuyecku Bbl-
paxeHHas dopma 3aboneBaHus conpoBoXaaeTcs
BbICOKMM YPOBHEM NeTanbHOCTH [2, 3, 4], B TOM vncne
M Npy aunaTtauMoHHOM (heHOTMNEe HEKOMMAKTHOro
mnokapga [1, 5]. OcHoBHble nposiBreHns 6onesHu
BKIOYaT B ceba cepaeyHyr HefoCTaTOYHOCTb,
pa3HoobpasHble HapyLlleHus puTMa 1 NpoBOAUMOC-
TN cepaua, Tpomb6oambonuio, a Takke BHe3anHyto
cmepTb [2, 5, 6]. B HacToswee BpeMsa OaHHbIX O
€CTECTBEHHOM TEYEeHUW HEeKOMMAaKTHOro mMuokapaa,
nporHose, NpeaukTopax HebnaronpusTHOro mcxoga
BCe elle HepocTaTouyHo. OOgHM U Te Xe NPU3HaKn
AEeMOHCTPUPYIOT HEOOQUHAKOBYO MPOrHOCTUYECKYHO
3HAYMMOCTb B paboTax pa3Hbix aBTOpPOB. Tak, B UC-
cnegoBaHun Brescia et al. [5] maHudectauma 6onesxm
Ha NepBOM roAy >XU3HW ABNAnNack HebGNaronpPUSTHbBIM
nporHocTu4yeckum cakTopom, npu atom B paboTte
McMahon et al. [7], nocBsiLLeHHON NoAPOGHOW yNbTpa-
3BYKOBOW XapakTepucTuke HeKOMMNakTHOro Mmokapaa,
a Takxke B KNMHU4YeckoM uccrniepgosaHun Jefferies et al.
[1] BO3pacT MaHndecTaLmm He KoppenupoBan ¢ UCXO-
AoM 6onesHu. MNporHocTrnyeckas posib XxapakTepucTuk
HenocpeaCcTBEHHO HEKOMMAKTHOro Crnos Muokapaa
Takke obHapyxeHa B O4HMX nccnenoBaHusx [8, 9] u
onposepraetcsa apyrumu [10, 11]. Mpu HabnogeHun
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AeTen C pasnuyHbiIMU TUNaMu pPemMopennpoBaHuUA
Hanbonee TaXenbIn ncxod 6bIN xapakTepeH ansa ge-
Teln ¢ pemogenupoBaHMeM nNo AunaTaunmoHHOMY Unu
no CMeLWaHHOMY Tuny, C NpM3Hakamu aunataumm mn
runeptpodun [1, 5]. Kpome Toro, B eanHNYHbIX pabo-
Tax obHapyXeHa NporHocTU4eckas posnb crieqyLwmnx
(haKTOpPOB: N3MEHEHME CKOPOCTU paHHero paccnab-
neHns Muokappa B obnacTtu nateparnbHOW 4YacTu
MUTPanbHOro KombLia, COrMacHo AaHHbIM yNbTpa3By-
koBoro obcrnegoBaHng [3], HanMyne conyTCTBYIOLWNX
BPOXOEHHbIX NOPOKOB cepAua [8], xenygo4ykoBon
Taxukapgwuu [5], HapyweHue penonapusaunm Ha KM
B BMAE MHBepcumn 3ybua T u HapyLIeHnsa B CermeHTe
ST [5, 12], yanuHeHne nHtepsanos P-Q n Q-T [12].

Lesib — ycTaHOBUTbL NPeanKTOPbI NETanbHOro uc-
XoAa nNpu HEKOMMNaKTHOM MUOKapAe NeBOro Xenyao4yka
C AunataunoHHbIM (hEHOTUMOM.

MaTtepuan u metoabl. [poBedeHO KOropTHOe Uc-
cnepoBaHve Ha 6ase Kapauonorm4yeckoro oTaeneHus
HayuHoro ueHTpa 3gopoBbsa geten (HU3O, Mocksa).
KpuTepuu BknoveHMs B uccnegoBaHue: Bo3pacT nauu-
eHTOB Mnague 18 neT; CooTBETCTBYUE YNbTPa3ByKOBbLIM
KpUTEPUAM HEKOMMAaKTHOrO MmoKapaa: ABYyCronHas
CTPYKTYpa MuokapAa nesoro xenygoyka (J1XK), cocto-
Alas U3 BbICTNAHHOIMO 3HAOTENWEM HEKOMMAaKTHOro
Cnosi — MHOXeCTBa Tpabekyn, pa3AeneHHbIX akyHaMm
n coobatowmxea ¢ nonocteto JDK, n nognexatiero
KOMNaKTHOro crosi MMokapaa, OAHOPOAHOW CTPYK-
TYpbl; OTHOLLEHWE TOMLWUHbI HEKOMMAKTHOrO Cros K
KoMnakTHomy 6onee 2 (M3mMepeHuns B KOHLe AnacTonbl
no kopoTtkon ocu JIXK unun B 4YeTbipexkamepHow nosu-
unK); 3anornHeHne MexTpabeKkynsipHbIX NPOCTPaHCTB
KpOBbIO 13 nonoctu JIXK 1 Bu3yanusaumsi KpOBOTOKa Mo
NepcMCTUPYIOLMM CUHYCOMAaM B pexunMe LBETOBOIO
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OONNNepoBCKOro KapTUPOBaHWS; peMogenpoBaHmne
MUOKapAa no AunatauuoHHOMY heHoTumny.

B uccneposaHne He Bkntovanu 60MnbHbIX C CO-
nyTCTBYOLEN naTonornen cepaedHo-cocygmucTon
CUCTEMBI, NPMBOAALLEN K YBENIMYEHNIO MOCTHArpy3Kku
Ha Muokapg JDK, ¢ conyTcTByoWMUMN GONE3HAIMMU Ha-
KOMMEeHUs!, 3aHMMaBLUMXCA B MpOLUIOM npodyeccuo-
HarbHbIM CMOPTOM.

Habop matepnana n HabntogeHve 3a naumeHTamm
npoxoaunu B nepuof ¢ oktabps 2011 r. no man 2015 .
Bbina Takke npoBefeHa obpaboTka NpeaLlecTBYHOLLNX
nctopuii 6onesnu (sHeapb 2005 r. — ceHTAbpb 2011 12).
B TeuyeHve nepuoga HabnwogeHus Bce NauMeHTbl No-
ny4yanu KOMMMEKCHYI CUMMNTOMaTUYECKyo Tepanuto
XPOHUYECKOWN cepaevyHon HeooCTaTOMHOCTU. JleyeHne
nogdupanu B nepuog nepBoK rocnvtanmaaumm ¢ Kop-
PEKTMPOBKON B NocrenyLwme rocnutannsaumm ¢ yye-
TOM COCTOSIHUSI, BECa NaLMeHTa, HOBbIX AaHHbIX obcne-
[OBaHUM 1 OTBETa Ha paHee nogobpaHHyo Tepanuio.

MNepBUYHON KOHEYHOW TOYKOW NCCIIea0BaHNSA ABMAN-
cs netanbHbIN ucxod. CBeAeHMs O KaKaoM nauueHTe
Ha MOMEHT OKOHYaHWsi UCCeaoBaHns ObInM YyTOUHEHbI C
Liernbto perncTpawumm BCexX criy4yaeB cMepTu, B TOM Yucrne
NPOU30LLEALLMX B MEXIOCTIMTanbHbIN Nepuogd. B criydae
OTCYTCTBUS MH(pOPMAaLIMM O COCTOSAHMM NauUMeHTa Mbl
CcBSI3bIBANMChL C nNeguaTpoM, HabnogaswyM pebeHka
Nno MEeCTYy XWUTENbCTBa, a Takke OTNpaBranuM 3anpoc
OaHHbIX MeOULMHCKON AOKyMeHTaumMm B rnedvebHoe
yupexaenwue, rae pebeHok Obin obcnenosaH.

Bcem naumeHTam NpoBOAMNOCH 3Xokapauorpadu-
Yyeckoe uccriefoBaHme B Kaxayto rocnutanusauuio. [ns
aHanm3aa Obinv MCNoNb30BaHbI CreayLLMe 3XoKapano-
rpacmyeckne nokasarenn: KOHEYHO-CUCTONNYECKUA 1
KOHEYHO-ONACTONNYECKMIA pa3Mepbl NIEBOTO XKeNyaou-
ka (KCP JDK n KOP JIK cooTBETCTBEHHO), TOMLMHA
3aHeN CTEHKM NIEBOrO XKeNyaoudka, TOMWMHA MexoKe-
NyOoOYKOBOW MEPEropofky, MHAEKC Macchbl Muokapaa
JDK, dopakums BbiGpoca, cucTonuyeckoe AaBreHve B
nerovHon aptepun. dpakumnio Beibpoca namepsinm no
metogmke CumncoHa n Tenxonbua, 0QHAKO C y4ETOM
apXMBHbIX [aHHbIX, COAepXaLunx NpenmMyLLeCcTBEHHO
BTOPOW MoKasaTenb, NpU KOPPEnsLMOHHOM aHanuae
OblNM MCcNonb3oBaHbl 3Ha4YeHUs dpakunmn Belbpoca
no Tenxonbuy. BbiNo M3MEPEHO YMCNO HEKOMMAKTHbIX
cermeHToB Munokapga JDK. CermeHT muokapga JIXK ¢
HanOOmbLLUEN TOMNLLMHOW CTEHKM OblN MCMNOMb30BaH AJ1s
N3MEepPEHNST COOTHOLLEHUS TOMLLMHBI HEKOMMAKTHOTO U
komnakTHoro cnoes (HK/K).

[na BbISBNEHUS KNMMHUYECKN 3HAYMMbIX HAPYLLEHWI
puTMa cepgua v NpoBOAUMOCTM MAaUUEHTbI MPOXOAUIN
CyTO4YHOE MoHuTOpupoBaHue OKI.

PernctpupoBanu cnydan TpomboobpasoBaHus,
npousolleawne Bo Bpems HabnwogeHns B HU3[, a
Takke B Mepuoa mexagy MOCTYMNEeHUSMU B KIUHUKY,
3ahUKCUPOBaHHLIE B MEAMLIMHCKON JOKYMEHTaLMW.

Pacuet Heobxoaumoro obbema BbIOOPKK NpenBa-
puTenbHO He nposogwuscsa. CTaTUCTUYECKUA aHanu3
BbIMOSIHEH C MCMNONb30oBaHMEM nporpammbl IBM SPSS
Statistics v. 20 (IBM, CLLA). lNpoBepka HopMarnsHOCTH
pacnpeneneHunst 3Ha4eHMn KONMYeCTBEHHbIX MPU3HaKOB
npoeefeHa ¢ ncnonb3oBaHneM kputepusa Lanmpo —
Yunka. Npu HopmanbHOM pacnpeneneHum 3Ha4yeHumn
yKasaHbl cpegHue apudmeTnveckne BenuduHbl 1
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CTaHOapTHOE OTKIIOHEHWE, B Crlyyae OTCYTCTBMS HOp-
MarbHOro pacnpegeneHmss — megmaHa u MHTepkeap-
TuUnbHbIM pasmax (MKP). Mpu aHannse gaHHbIX xonTe-
POBCKOr0 MOHUTOPMPOBAHMUS 3NEKTpoKapanorpammbl
ansa obbegnHeHMa naumMeHToB Mo rpynnam, ucxogsa us
NX CXOACTBA MO U3MEPEHHbIM NPU3HaKam, MPUMEHSANN
nepapxmyecknin KrnactepHoli aHanus. Nocne dpopmu-
pPOBaHUSA KnactepoB AN KaX4oro U3 HUX C NOMOLLbHO
METOAO0B OnMcaTeNnbHOM CTaTUCTUKN paccyMTbiBanu
cpeaHve unu OTHOCUTENbHble MokasaTenu, COOTBET-
CTBYHOLLME aHANM3NpyeMbIM Npu3Hakam, KoTopble 3a-
TeM cpaBHMBanuUCh Apyr ¢ Apyrom. [1ns OLEeHKM BINSHNA
dakTopoB Ha (PYHKLMIO BbDKMBAEMOCTU NPUMEHSANN
meToA perpeccumn Kokca.

Pe3ynkTaThbl M X 06cyxaeHue. 3a ykasaHHbIN ne-
pvog Mbl Habntogany 48 NnauneHToB ¢ AunaTauMoHHbIM
EeHOTMNOM HEKOMMAKTHOIO MUOKapAa B BO3pacTe oT
2 mec go 17 net 7 mec, n3 Hux 20 (41,7%) AeBOYeEK.
BnepBble n3ameHeHns co CTOpPOHbI cepaua (aebtot 3a-
6oneBaHusl) ObINn 0bHapyxeHbl B cpegHeM Ha 13-m
mec xun3Hmn (MKP — ot 3,25 go 69,5 mec). 27 (56,2%)
nauueHToB MOCTYNUAM B CTaLMOHap C KAWHUYECKON
CUMMTOMATUKON CepLAeYHON HeaocTaTodHocTu. Y 21
(43,7%) naumeHTa nNpu OBGHapy>XeHWU NaTonornM co
CTOPOHbI ceppLa He BbINo KIMMHUYECKUX NPOSIBNEHUI
6onesHu, T.e. UAMEHEHUSI ObINM BbISIBMEHbI CIyYaiHbIM
06pa3om npw BbINOMHEHUN axokapamnorpadum (OxoKr).
B atom cnyvae cnegywouwme NpuYnHbI NOCNYXUN
noBogoM K HasHayeHuto OxoKIm B oByx rpynnax: npe-
HaTanbHOe OBHapyXXeHMe MHOXECTBEHHbIX MOPOKOB
pasBUTUA Ha ynNbTPasBYKOBOM uccregoBaHum (n=1;
2,1%), kapgmnomeranus Ha peHTreHe (n=1; 2,1%),
obcnenoBaHve YneHoB ceMbU NauneHTa C HEKOMMNAKT-
HbIM MuokapaoM (n=1; 2,1%), obcnenoBaHue nepes
onepartMBHbIM fle4eHneM no nosogy kocornasms (n=1;
2,1%), CKpUHMHroBOoe oGCrnefoBaHNE B POOMUITbHOM
aome (n=2; 4,2%), HapywweHnsi no gaHHbiMm KT (n=5;
10,4%), cuctonuyeckunin LWym npu npounnakTM4eckom
OCMOTpE NnegmaTpoM UM OCMOTPE MO NPUYNHE OCTPOro
pecnupartopHoro 3abonesaHus (n=9; 18,8%), npuymHa
HeunssecTHa (n=1; 2,1%). locnutanusauus 8 HU3[ npo-
ncxoguna B cpegHem vepes 7 mec (MKP — 3,0—35,8)
B Bo3pacTte 57 mec (MKP — 12,3—118,0).

BonbLmnHcTBo NnaumeHToB (N =28; 58,3%) noctynmnm
B HaLLy KIMHKKY C HanpaBnsaoLwmMM AUarHo3oM «aunara-
LIMOHHas kapguomuonatusay», 12 (25%) nayneHtos — ¢
NoAo3peHNEM Ha HEKOMMAKTHbIA MUOKapA, OCTarnbHble
OeTY ObINM HanNpaBreHbl C ykazaHWeM CrieayoLmx ama-
rHO30B: «kapauT» (N=3; 6,25%), «anBEepPTUKYN NeBOro
xenypoudka/pabgommnoma?y» (n=1; 2,1%), «cocTosiHne
nocre nepeHeceHHoro nHdapkta muokapga» (n=1;
2,1%), «BpoOXOeHHbIN Nopok cepgua» (N=2; 4,2%).

HaunbonbLuyto fonto cpeam NauMeHToB C HEKOMMNAKT-
HbIM MWOKapAOM COCTaBWUIN ClyyYan C NopaKeHnem
Tonbko JIXK (n =39, 81,3%), y 9 (18,7%) oeten oTmeya-
nacb Bblpa)KeHHasi TpabeKynapHOCTb Takke U NpaBo-
ro xenygouka. CpegHee 3HayeHMe MakCUMarnbHOro
cooTHoweHnusa TonwmHbl HK/K coctaBuno 4,85+0,19,
AmnanasoH 3HavyeHun coctasnsan ot 2,8 o 7,7.

Y 36 (75,0%) peten He GbINO OBGHapy>XeHO co-
NyTCTBYHOLUNX BPOXAEHHbLIX NMOPOKOB cepAua, Takum
obpas3oM, OHM cTpaganu U3onupoBaHHONW POPMON
HekoMnakTHoro mmokapga. Y 12 (25,0%) peten 6bina
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yCTaHOBIeHa Hen3onmpoBaHHast opma HEKOMMAaKTHO-
ro mmokapga. B uncne conyTcTByOWMX BPOXAEHHbIX
NOpoKOB ceppua AvarHoctuposaHbl (no 1 cnyyato)
aHoManus Q6LWTelHa, He4OCTaTOYHOCTb MUTPASIbHOIO
KnarnaHa, aHomarbHasi apkaga MUTparnbHOro KranaHa u
«NapaLloTHBLINY MUTPanbHbIN KnanaH, runonnasus JHK,
MeXnpeacepaHoe coobLLEeHNe, OTKPbITbIV aopTarbHbIN
NpoTOK (N =3, N3 HUX y 1 NauneHTa BbisiBIieHa KOPOHapPOo-
neBoXenynoykoBasa ucTyna), AedekT Mexokenyaoy-
KOBOW neperopogku (n =4).

B rpynne geten ¢ HEKOMNAKTHLIM MUoOKapgom y 4
(8,3%) 13 HMX OTMeYeHa cMHApOManbHas NaTonorns,
y 1 pebeHka gnarHocTMpoBaH CUHAPOM Aeneummn Ko-
POTKOrO nrie4a — XPOMOCOMbI 5 (CMHAPOM «KOLLIAYbEro
KpuKkay) n 6onesHb [MplnpyHra, pektanbHasi oopma.
BTopoi pebeHok cTpagan cuHapomanbHOW opMoi
MHOXXECTBEHHbIX BPOXOEHHbIX NOPOKOB pasBUTUS, B
TOM YMcne MerN BPOXKAEHHbIVM MOPOK rONTIOBHOMO MO3ra
B BMAE LWM33HLedannm n aHoMmanum pasButms cpeanH-
HbIX CTPYKTYp. Y TpeTbero nayneHTa guarHoctmpoBaHa
BPOXAEHHAsA OKKITHO3MOHHAs rmgpoLiedanisi c Yyeptamm
VATER-accoumauun, a Takke Apyrme MHOXXeCTBEHHbIE
BPOXAEHHbIE NOPOKM pa3BuTuUs. KnnHnyeckas kapTmHa
YeTBEPTOro naumeHTa no3Bonuna guarHocTMpoBaTb
MUKpOLENELMOHHbIN cuHapoM. Bee 4 nauneHTta ctpa-
Aanu rpybow 3a4epKKo MCUXOMOTOPHOIO pas3BUTUS.
Y 2 (4,2%) peten obHapyXeHbl N1LEeBON AMCMOPhr3M
N MHOXECTBEHHbIE CTUIMbI Au3ambpuroreHesa. Kpome
Toro, 2 (4,2%) feTen nMenu BpoXXaeHHbIE MOPOKMN pas-
BUTWS: ABYCTOPOHHIOK MOMHYK pacLuenuHy BepxHen
ry6bl n HEGa (N =1) 1 aKTpoAaKTUNUIO BOMbLLOro NanbLa
npasown kuctu (n =1).

B rpynne nauneHToOB C HEKOMNAKTHLIM MUOKapAOM
Mbl Habntoganu 1 (2,1%) pebeHka ¢ MUTOXOHOpWUanb-
HOW KapAnoMuoaHLUedanonaTtuen. Y nayneHta obHa-
PYyXXeHbl TOYKOBblE MyTauuM B MUTOXOHAPMWANbHOM
reHome T11971C B reHe 12SPHK, mucceHc-myTaums
G9056A B reHe ATP6 cuHTasbl Ala177Thr, myTauus
G12309A B reHe tRNALeu. PebeHok ymep B xupyp-
rmMyeckom cTauMoHape npu NogrotoBke K onepauun
no ycTaHOBKe aneKkTpokapguocTumynaTtopa. Ewe y
1 (2,1%) naumeHTa Oblna 3anogo3peHa NepBUYHas
MUTOXOHApPWAarnbHas He4OCTAaTOMHOCTb, HE NMOATBEPX-
AeHHas reHeTnyeckum aHanusom. 1 (2,1%) pebeHky
npy OCMOTpPe MCUXOHEBPONOroM 6bINo pekomeHao-
BaHO MpoBefeHne anekTpoMmmorpadumn B CBA3U C Bbl-
pPaXXeHHON MbILLEYHON MMMNOTOHUEN, OOHAKO NaLUeHT
nornd B MeXrocnutanbHblA Nepuog A0 NPOBEAEHUS
nccneoBaHus.

Y 2 (4,2%) peten ¢ HEKOMMNaKTHbIM MWOKapAoMm
AnarHoctmpoBaHa anunencus, B 1 cnyvyae, BEPOATHO,
NOCTTPaBMaTUYECKOrO NPOUCXOXOEHNS.

B rpynne HabnogeHus Mbl 06Hapyxunu 3 cemen-
HbIX CIly4asi HEKOMMaKTHOro MMokapaa, B 1 u3 Hux oba
cmbca Bownu B uccriegosaHune. Y 3 geten poacTBeH-
HUKW CTpajanu gunaTauuoHHOW KapguvomuonaTtuen.
[pyrne cocTosiHUSA, oTsrowlarLme HacneacTBEHHbIN
aHamHes: HapyweHusa putMa cepgua (n =3; 6,25%),
OCTPbI MO3roBov MHCYNLT (N =6; 12,5%), BpoXXAEHHbIe
nopoku cepaua (n=7; 14,6%), HeyTo4YHEHHbIe 60ne3HN
cepaevHo-cocygucTom cuctemsl (n =6; 12,5%), cmepTb
POACTBEHHUKA B pe3ynbrate HeyTOYHEHHOMO COCTOSHMS
3popoBsbs (N =6; 12,5%).
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3a nepvog HabnwogeHusa netanbHbIA Ucxoq npu
HEKOMMakTHOM Muokapae bbin 3apernctpupoBaH B 11
(22,9%) cnyyasx. MaTtomopdonornyeckoe nccnegosa-
HWMe BbINo AOCTYNHO B 3 cny4vasx ¢ noaTBepXAEHNEM
OmnarHosa «HeKOMMaKTHbIN MUOKapA».

Mpw nouncke hakTopoB, 06NagaroLLMX NPOrHOCTUYE-
CKOW 3HAYMMOCTbt0, Mbl UCMOBL30BaNM KIMHUKO-aHaM-
HeCTUYeCKNe faHHble BbIOOPKU: MOM NaumeHTa, Bo3pacTt
nebtota, xapaktep obHapyxeHusa 3aboneBaHusa (crny-
YyamHoe/Ha OCHOBaHWUM KIMHUYECKOW CUMNTOMATUKN),
BO3pacT Ha MOMEHT MEepPBOW rocnuTanu3auum B Hawy
KIMHKUKY, @ Takke AaHHble UCCeaoBaHWIA: 9XoKapamo-
rpadun 1 XonTePOBCKOrO MOHUTOPMPOBaHUA. Huke
Mbl NPUBOAMM pe3yrbTaThl YKa3aHHbIX NCCNea0BaHWUA.

Mo faHHbIM 3xoKkapamorpaum Ha MOMEHT NepBON
rocnuTanu3auum cpegHee 3HaveHve pakumm Bbibpoca
Obino paeHo 37,4+1,7, cpegHee 3HaveHue KO P JTXK co-
ctaBuno 144,9+43,9, a KCP JI)K — 187,1+6,6.

Mo OaHHBIM XONTEPOBCKOr0 MOHUTOPUPOBAHUSA
3aperncTpupoBaHbl Creaylwme HapyLweHns putma
cepaua u NpoBoAMMOCTU: heHOMEH NpenBo30yKaeHNS
(n=25;52,1%), aTpuoBEHTpUKyNsipHas bnokaga 1—2-i
ctenenn (n = 13; 27,1%) aTpMoBEHTPUKYNApHasa Auc-
coumaums (n = 4; 8,3%), HapyLLeHns genonsapusaumm
xenygoukoB (n = 8; 16,7%), cynpaBeHTPUKYNspHble
akcTpacuctonbl (n = 40; 83,3%), Kenyao4yKkoBble 3KC-
Tpacuctonbl (n = 33; 68,8%), NapHble Xenyao4KoBble
akcTpacucTonsbl (n =20; 41,6%), NONUTOMHbIE Xenyao4-
KoBble aKkcTpacucTonbl (n = 18; 37,5%), annoputmus
(n=12; 25%), napoKCcn3Mbl >xenya04KOBOM Taxukapanum
(n =13; 27,1%), YyCKOPEHHbIN NONOBEHTPUKYNAPHbINA
put™ (n = 7; 14,6%), napacuctonus (n = 3; 6,25%),
yonuHeHue nHtepsana Q-T (n = 21; 43,75%).

C uenbio n3y4eHns B3anMOCBSI3V MeXay pasnyHbI-
MU HapyLLEHNAMW pUTMa CepALa U MPOBOAUMOCTM U NO-
crepnyoLLero aHanmsa BbKMBAeMOCTN Dbl NPOBEAEH
KnacTepHbI aHanu3 ¢ Mcnonb3oBaHMeM (B kKadecTBe
Mepbl paccTosiHus) log-npaBaonogobus. B pesynstate
nory4eHbl 2 Knacrtepa, xapakTepusyemMble crneayroLm-
MU 3HaAYEHUSIMM YacTOTbl MPM3HAKoOB (mabnuya).

M3 Tabnuupl crnegyert, YTo BTOPOW KracTep nauneH-
TOB OTnmM4arncs 6onee BbICOKON YACTOTON TakuMx npu-
3HaKOB, KakK xenygoykoBas akcTpacuctonus (p<0,001),
annoputmus (p<0,001), xxenygoykoBas Taxvkapausi
(p<0,001) 1 yCKOPEHHbIA NONOBEHTPUKYMSIPHBIA PUTM
(p=0,002). CunyaTHaa Mepa CBA3HOCTM W pasgerne-
Hus knactepos coctasuna 0,4, 4TO COOTBETCTBOBANO
cpedHeMy kavecTBy krnactepoB. PacnpeneneHue aHa-
NN3MpyeMbIX MPEAUKTOPOB MO BaXKHOCTW A11A pasaerne-
HWSI NALMEHTOB Ha KnacTepbl NpeacTaBneHo Ha puc. 1.

CornacHo npefncTtaBrneHHoON guarpamme, caMbiMu
Ba)KHbIMU KPUTEPUSMU pa3aeneHuns nauneHToB Ha Kna-
CTEpbI ABUMNCH HanNMumne XenynovkoBon 3KCTPacUCTo-
K 1 NapokcuaMarnbHas XenygovkoBasi Taxmkapaus.
lMokasaTenun BaXKHOCTM AN YKal3aHHbIX NPeguKTopoB
npuHuManu 3Hadvenus ot 0,5 n Bbiwe. VHdopmaums o
NPUHaANEXHOCTM MALMEHTOB K OOHOMY U3 KNacTepoB
Mcnonb3oBarach A1 NocrneayoLLEero aHanmnsa Bbhkuea-
€eMOCTV Hapsigy ¢ Apyrumm doaktopamu. Bropon knactep
cyMTancsa Hamu meHee 6rnarononyyHbIM, YeM NEPBbINA.

JletanbHbIi ncxoq npowusowen B 11 (22,9%) cny-
Yyasix B rpynne getel ¢ HEKOMMAKTHbIM MUOKapaoM.
MaTomopdonornyeckoe mnccregoBaHne Npou3BeneHo

OPUTMHAJIbHBIE UCCAEAOBAHNA




YacToTa apMTMUIA M HapyLIeHWUit NPOBOAMMOCTM B KracTtepax

MepBbIv kKNacTep, Bropow knacTtep,
n =27 n =21
HapyLeHve putma/npoBoamMmocTy cepaua IS : Ao, : P
yucno Yo yucno Yo
PeHomeH npeaBo3byxaeHns 11 40,7 14 66,7 0,074
AB-6bnokapaa / auccoumaums 7 25,9 10 47,6 0,21
HapyLueHusi genonsipusaumm xenynoykos 3 11,1 5 23,8 0,272
CynpaBeHTpUKYNSPpHbIE 3KCTPaCKUCTONbI 20 741 20 95,2 0,064®
YKenynoukoBble 3KCTPacUCTONbI 12 44 .4 21 100,0 <0,001*
[MonutonHble >xenyqo4KoBble 3KCTPACUCTOSbI 2 7,4 16 76,2 <0,001*
[MapHble xenyao4koBble aKCTPacUCTorbI 1 3,7 19 90,5 <0,001*
Annoputmus 1 3,7 1" 52,4 <0,001*
>KenynoukoBas Taxmkapgusi 0 0,0 13 61,9 <0,001*
YCKOPEHHBI MOVOBEHTPUKYNSPHBIA PUTM 0 0,0 7 33,3 0,002*®
Mapacuctonus 0 0,0 3 14,3 0,077®
YanvHeHve nHtepBana Q-T 1 40,7 10 47,6 0,855
lMpumeyaHue: *pasnuuuns nokasaTtenen ctatucTnyeckn aHadnmel (p<0,05);
(®) Ans cpaBHEHUs1 CMOMb30Barcs TOYHbIN kpuTepuin duiiepa.
0 0,1 0,2 0,3 0,4 0,5 0,6 0,7 0,8 0,9 1

I'Iaprle XKenyao4KoBble 3KCTPAaCUCTOSbl

MonuTonHble XKenyao4KkoBble 3KCTPACUCTOIbI

)Keny,qoq KOBad Taxukapaous

Hannune nobbix XKenyao4KoBbIX 3KCTPaCcUCTon

Annoputmus

Y CKOPEHHbIV AVNOBEHTPUKYNSPHBIN PUTM

Mapacuctonus

Cyl'lpaBeHTpVIKyJ'lﬂprle SKCTPaCUCTOSbI

deHoMeH npeaBo3byXaeHNS

ATPUOBEHTpUKYNsipHas Griokaga

Puc. 1. PacnpeneneHme NpPeanKTopoB pasgeneHna nauneHToB OCHOBHOWN rpynnbl Ha Knactepbl N0 BaXXHOCTU

B TPex criyyasix, B ABYX U3 KOTOPbIX OCHOBHOW AMarHo3
noaTBepaeH. MNpu naydeHnm aktopos, obnagaroLLmx
NPOrHOCTUYECKON 3HAYMMOCTbLH0, aHaINN3 BbPKMBAEMOCTH
nauMeHTOB C HEKOMMAKTHbIM MMOKapaoM NMPOBOAWUIICS C
ncrnonb3oBaHMeM Mmetoaa perpeccum Kokca. MNonyyeHHasn
B pe3yrTaTe UCKITIOUEHNST HE3HAUYMMbIX (haKTOPOB per-
peccuoHHasa Mogernb Bkovana B cebs 4 He3aBUCUMbIe
nepeMeHHble: BO3pacT MauueHTa Ha MOMEHT Hadana
3aboneBaHus, hopMy HEKOMMAKTHOrO Muokapaa (13o-
NMPOBaHHAs UM HEN3ONMPOBaHHAS ), NPUHAANIEXHOCTb K
KnacTtepy no AaHHbIM XONTEPOBCKOrO MOHUTOPUPOBAHNSA
OKI" n Hannune Tpombo3a B nepuode HabnoaeHus/B
aHamHese. CtaTucTMyeckas 3HAYMMOCTb MOSyYEeHHOM

OPUTMHAJIbHBIE UCCNEAOBAHNA

PErpeccMoHHO Modenn Gbina oueHeHa Mpu NMoMoLLm
KpUTEpUS X2, 3Ha4YEeHMe KOTOPOro cocTaBmmno 12,182, yto
COOTBETCTBYET YPOBHIO 3Ha4ymmocTn p=0,016.
Mony4eHHble faHHbIE CBMOETENLCTBYIOT O TOM, YTO
puUcK neTanbHoro ucxoaa yesenuumsaetcs Ha 1,9% npu
yBENUYeHNn Bo3pacTta Aebtota 3abonesaHus Ha 1 mec.
HeunsonnpoBaHHasa ¢opma ocHOBHOro 3abonesaHus
oTnnyanack 6onee 4em B 4 pasa GOMbLIMM PUCKOM
HaCTYNMNeHUs fneTanbHOro ncxoda no CpaBHEHUIO C
n3onupoBaHHoun (puck Bbilwe Ha 302,5%). MNpuHaa-
NEXHOCTb KO BTOPOMY KriacTepy, KOTopbli 6bin paHee
onpegeneH Hamu Kak HebnaronpusTHeIN BBUAY 6onb-
el 4YacToTbl HapyLleHWUiA puTMa U NPOBOAUMOCTM MO

BECTHWUK COBPEMEHHOW KJIWHWYECKON MEQWULNHbLI 2016  Tom 9. Bbin. 5



AaHHbIM XONTEPOBCKOro MoHUTOpupoBaHus OKT, Takke
yBenuyMBana puck netansHoro ncxopa (Ha 143,6%). Ha-
nnyne Tpombo3a B aHaMHes3e nauueHTa sSBMAsnoch He-
BnaronpusiTHLIM hakTOPOM, YBENUYMBAIOLLMM PUCK Ne-
TanbHOro ncxoAa Npu HeKOMNakTHOM Muokapae 6onee
Yyem B 2,5 pasa (Ha 173,3%). Ha puc. 2 npegcrasneHa
DYHKUUSA AOKUTUSA A5 NALWEHTOB C U30IMPOBaHHON 1
Hen30on1MpoBaHHOW hopMOI HEKOMMaKTHOro M1okapaa.

Mpauk DyHKUUM JOXKMTUA ONS NaLUEHTOB,
UMEILLNX N30NMPOBAHHYIO (POPMY HEKOMMNaKTHOro
MUOKapAa, HaxoguTCHa 3Ha4YUTENbHO BbIlE, YEM B
cryyae HemsonupoBaHHOW hopMbl 3aboneBaHusi, YTo
cBuaeTenbCTBYET 0 6onee BbICOKOM pUCKe NeTanbHOro
ucxoda cpeau NocneaHux.
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AHanornyHbiM o6pazom GbINn NOCTPOEHbI rpadum-
KN QYHKUUWN OOXUTUS NaALUMEHTOB C HEKOMMAKTHBIM
MWOKapAOM, OTHOCSILLMXCA K pas3nNu4YHbIM KrnacTepam
Nno AaHHbIM XONTEPOBCKOro MoHuUTOopupoBaHusa IKI
(puc. 3).

Takxe 6bln NOCTPOEH OTAENbHbIV rpaduk, Ha KOTO-
pOM conocTaBneHbl PYHKLUM JOXUTUS B 3aBUCUMOCTU
OT Hanmumsa Tpombo3sa (puc. 4). Npaduk yHKUMKM Jo-
XUTUS, pacCYMTaHHbIA ANA NauMeHToB, MMEKLWMX B
aHamHes3e/nepuoge HabnogeHus TpoMbo3, pacnono-
)KEH CYLLECTBEHHO HUXE MO CPaBHEHUIO C NaLMeHTaMu,
Y KOTOPbIX AaHHOE OCIOXXHEHME OTCYTCTBOBAIO.

[Mpn NoCTpoeHUn perpeccuoHHOW Mogenu criegy-
oLme dakTopbl BbIN UCKIOYEHBI KaK HE3HAYMMbIE:

dopma HM:
N30nnpoBaHHas
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CpOK OT MOMeEHTa BbIABIIEHUA NepBbIX CAMNTOMOB, MeC

Puc. 2. 3aBMCUMOCTb (DYHKLMK JOXUTUA OT BPEMEHMU, NpoLLIeLIero ¢ MOMeHTa BbISIBIIEHUS NMepBbIX
CUMMTOMOB, NPU N30NMPOBAHHON/HEN3ONMPOBAHHON hOPME HEKOMMAKTHOrO M1okapaa
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CpOK OT MOMEHTaA BbIABIIEHUA NEePBbIX CAMNTOMOB, MeC

Puc. 3. 3aB1crMOCTb DyHKLMM JOXUTUS OT BPEMEHU C MOMEHTa OBHapyxeHns 6onesHn Ans NauneHToB,
OTHOCSILLMXCH K Pa3nUYHbIM Kractepam, no AaHHbIM XONTepOBCKOro MoHUTopupoBaHus K
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CpOK OT MOMEHTa BblABIEHNA NMEepPBbIX CUMNTOMOB, MeC

Puc. 4. 3aB1McUMOCTb (DYHKLMM OOXUTUS OT BPEMEHU C MOMEHTa OGHapYXeHNs 6onesHn Ans nauneHToB
C HEKOMMaKTHbIM MUOKapAOM, B 3aBUCUMOCTUN OT Hanuumst TPOMBOTUYECKUX OCIIOKHEHUI

non, xapaktep obHapyxeHus 6onesxu (cnyyanHoe/Ha
OCHOBaHWU KNMHWYECKOW CUMNTOMATUKN), BO3pacT Ha
MOMEHT NepBOW rocnMTann3auum B HaLly KIMHKKY, MaK-
CMarbHOEe COOTHOLLEHWNE TOSMLLMHbI HEKOMMAKTHOIO 1
KOMMaKTHOro Criosi MMokapga, YMcino HEKOMMNAKTHbIX
CerMeHToOB MuoKapga, axokapguorpadudeckme napa-
meTpbl cepaua — KOP JIXK n KCP JIX, TonwwmHa 3agHen
cTeHkn JIK n mexokenyao4koBov Neperopoaku, MHAEKC
macckl Muokapga JDK, dpakuus Beibpoca.

Pe3synkTathl n ux obcyxaeHue. HeKOMNakTHbIN
Muokapa — Hanbornee HoBasi hopma kapavomuona-
TUMW, XapaKTepu3yLasacsa HanMinem aHoMarnbHOro
TpabekynspHoOro cnosi Muokapaa xenygouvkos. B
CBSA3M C TEM, YTO MpaBbIl Xenyaodek cepala B Hopme
6onee TpabekynsapeH, TEPMUH «HEKOMMAaKTHbIA MUO-
KapA» Yalle BCero nogpasymeBaeT naToforno eBoro
Xenygoyka cepaua. HekoMnakTHbIN MUoKapg MOXeT
CONpoBOXAaTbCHA Aunarauuen unu runeptpoduen
neBoro xenygodka [1, 5, 11], BpoXXgeHHbIMM MOpOKaMm
cepaua, npy 9TOM MOXET pasBUTbLCS CUCTONNYecKas u
AnacTtonuyeckas aucdyHKUMA cepgua.

Mo HeKOTOPbLIM AAaHHBLIM HEKOMMAKTHbLIA MUOKapPA4
SBNSAETCA TPETbEW NO YacToTe kapauomuonatmen [13].
B nocnenHue rogbl KONMUMYECTBO ANArHOCTMPOBAHHbIX
cny4yaeB 3aboneBaHUs BO BCEM MUpe 3HAYUTENbHO
Bo3pocno [14]. Yny4ywunuce BU3yanusaumoHHbIE
MEeTOOMKM, No3BONALWMNE YBUAETb TPabeKynapHOCTb
MUOKapAa XenygovkoB. VIHPOpMMPOBaAHHOCTb Kap-
OMONOroB M CneunanucToB ynbTpa3ByKOBOro Mccre-
[O0BaHWs O AaHHOW NaToNornmn Bce elle OCTaeTcs He-
A0CTaTO4YHON, HO OTMEYaeTCcs POCT OCBEAOMITEHHOCTU
0 3aboneBaHunn. Mbl MOXeEM NPennonoXnTb, YTO A0
nosiBneHns nHdopmMauumn o 3abonesaHuu, BolgeneHns
HEKOMMAKTHOro MUokapaa Kak OTAernbHOM naTonorum
1 pa3paboTkm guarHOCTUYECKNX Kputepues 6onesHn
naumeHTbl C HEKOMMAKTHbIM MUOKapAOM U pemMope-
nupoBaHMeM cepaua no AunarauuoHHOMY TUMy BXO-
OUnu B rpynny AeTeln ¢ AnarHo3oM «aunatalmoHHas
KapanomMmmonaTtums».

OPUTMHAJIbHBIE UCCNEAOBAHNA

lMpoaHanunaMpoBaHa KNuUHWYeckas KapTuHa, aH-
Hble NabopaToOpPHO-MHCTPYMEHTarbHbIX METOAOB 06-
cnepoBaHusa 48 geten ¢ gunatauMoHHbIM heHOTUMOM
HEKOMMNaKTHOro Mumokapga. Ha cerogHswHMn geHb
3TO caMoe KpynHoe MccrnefoBaHWe HEeKOMMAaKTHOro
MUOKapha B nonynauuMm geten, NpoxmusBarLmx Ha
Tepputopun Poccuiickon ®enepauun. B pesynbrate
NpPOBEAEHHOrO aHanm3a BbPKMBAEMOCTM HamMKn Obinn
BbISIBfieHbl hakTopbl, BAUSAOLWNE HA BEPOATHOCTb
netanbHOro Mcxoda npu guvnaraumMoHHOM beHoTune
3aboneBaHns y geTeun: Bo3pacT Ha MOMEHT obHapy-
YKEHUS NepBbIX NPU3HaKoB 3aboneBaHWs, HanM4ne co-
YeTaHHbIX BPOXAEHHbIX MOPOKOB cepALa, NpuHaanex-
HOCTb NauMeHTa K O4HOMY M3 KNacTepoB MO OaHHbIM
CyTO4HOro MoHuTopupoBaHus KT, xapakTepumayemoro
6onee BbICOKON YaCTOTOW XenyA404KOBbIX HApYLUEHWUI
puTMa, Hann4yne TPoMBOTUYECKUX OCMOXHEHUN B
aHamHese.

[na Bo3pacta Ha MOMEHT BbISIBEHUSA MePBbIX
npu3HakoB 3aboneBaHusa NPOAEMOHCTPMpPOBaHa cre-
ayolas 3aBMCUMOCTb: YeM Mnagwe 6bin pebeHok
Ha MOMEHT OBHapyXXeHWst NaTonornm cepnevyHo-co-
CyaAUCTOM CUCTeMbI, T.e. YeM paHblle npoucxoamna
MaHudecTauns 3aboneBaHus, TEM fyylle NPOrHo3
nnsa nauneHTta. Brescia et al., Habntogaslwne 242 na-
LIMEHTOB C PasfmyHbIMU PEHOTUNaMN HEKOMMNAKTHOro
MUoKapaa, CHMTaloT, YTO AeTW, MaHndecTMpoBaBLLne
Ha NepPBOM FOAY XXW3HU, UMENU 3HAYUTENBLHO Oonee
BbICOKUIN YPOBEHb NETaNbHOCTU [5], 4TO NPOTUBOPEYNT
Hawum HabnogeHuam. Mpu 3TOM npeseHTaums Ha
NepBOM FOAY XXU3HW C CUCTONMYECKON OUCHYHKLNEN
N C XernygoykoBbIMM apuUTMUSMU NpegckasbiBana
0COOEHHO MMOXON NPOrHo3 ¢ 12-kpaTHbIM BO3pac-
TaHMeM pucka HacTynfeHus netanbHoro ucxoga [5].
CyllecTByeT Takke TPETU BapuaHT 3aKNiYeHns Ha
a1oT cyeT: Jefferies et al. B uccnegosanum 155 geten ¢
HEKOMMNaKTHbIM MMOKapgoM o6HapyXunu, 4To Bo3pact
pebeHka Ha MOMEHT NOCTaHOBKM AuarHo3a oTnnyarncs
mMexagy eHOTMNNYEeCKUMU rpynnamMu, Ho nocne yvyeta
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BMAa pemMoaenupoBaHusa He nokasan NporHocTuye-
CKOW 3HAYMMOCTM B OTHOLLEHMM fETaNbHOIO Ncxona
unu TpaHcnnaHtaumm [1]. B pabote McMahon et al.
(56 nauneHTOB) BO3pacT pebeHka Ha MOMEHT Npe3eH-
Tauuu Takke He BMWAN Ha CMepTb/TpaHCcnnaHTauuo
cepaua [7]. NpoTnBope"MBOCTb N3MOXKEHHbIX AaHHbIX
TpebyeT NpogomKkeHnsa nccrnegoBaHnii Anst yTOMHEHUS
NPOrHOCTUYECKOW ponu Bo3pacTa MaHudecTaunm 3a-
bonesBaHus.

Bonee BbiCOKMA pUCK NeTanbHOro ncxoga Ans He-
M30NMpoBaHHON (POpPMbl HEKOMMAKTHOrO Muokapaa
Nno CpaBHEHWUIO C U30NMPOBaAHHOW, BEPOSTHO, ODYy-
CMOBMEH AOMNOMHUTENbHOW Harpy3kom Ha CUCTEMHYIO
reMogmHamuKy u (yHKUMIO cepgua, co3gaBaeMon
CONYTCTBYHOLUMMU BPOXAEHHBIMWU NMOPOKaMu cepALla.
HebnaronpusaTHasi MporHocTMYeckasl porib HEN30Mnu-
poBaHHOW (POpPMbl HEKOMMAKTHOIO MUOKapAa Takxke
noateepxaaetca paboton Punn et al. [8].

MpuHagnexHoCTb nauueHTa Ko BTopomy, Gonee
HebnaronpusTHOMy knactepy (No gaHHbIM XonTe-
POBCKOr0O MOHWTOPMPOBaHMKS) cTana TpeTbuM Npo-
rHOCTMYeckuM dpaktopoM. [1Be rpynnbl naunmeHToB
ObINK Nony4YeHbl B pesyrnbrate KnacTepHoro aHanumaa.
CratncTuyeckn camblM BaXXHbIM KpUTEPUEM pasge-
neHVsa NauMeHTOB Ha ABa KnacTepa cTano Hanuuve
Xenyao4yKkoBbIX HapyLIeHUn putma (KenygovkoBasd
Taxukapaus, xxenyaodkoBas akcTpacucTonus). AHano-
rMMYHble pe3yrnbTaTbl B OTHOLIEHWUM MPOrHOCTUYECKOro
3Ha4yeHus apuTMuii nonyyeHol Brescia et al., B pabote
KOTOPbIX PUCK NIETanbHOro NCXo4a yBenMunsancs npu
HanMyYnum apuTMUIA, C YeTbIPEXKPATHbLIM ero Bo3pacTta-
HUeMm cpegum geten ¢ AOKYMEHTUPOBAHHON Xenyao4-
KoBon Taxukapguen [5]. NogobHoe nporHocTuyeckoe
BMVSIHUE HapPYLUEHNA pUTMa BbIMMSANT 3aKOHOMEPHbIM
1 NO3BONSAET NPEANONOXNUTb, YTO HANNYNE XKenyaoyKo-
BbIX HAPYLLUEHMI pUTMa MOXET, BO-NEPBbIX, OTpaxaTtb
HebnaronpuaTHOe PYHKLMOHAaNbHOE COCTOsTHUE MUO-
Kapga, a BO-BTOPbIX, MOCAY>XUTb NPUYNHON BHE3AMHON
ceppeyHon cmeptn. OgHako gnga B3poOChbIX nauu-
€HTOB C HekoMmnakTHbIM Muokapgom Oechslin et al.
TaKkon 3aKOHOMEPHOCTW He Halumu, YTo, BEPOSITHO,
CBSAI3aHO C MEHbLUEN YMCNEHHOCTbIO MaUMEHTOB UMK
e 0COBeHHOCTAMM TeyeHus 6onesHu y B3POCHbIX
6onbHbIX [13].

HakoHel, Hanuyne Tpombo3a nonocten cepgua/
KPYMHbIX apTepuin B aHaMHe3e pebeHka Takke MoBbl-
LIano p1ck cMepTenbHoro ucxoga. Tpomboambonuye-
CKME OCNOXHEHUSA SBNSAIOTCA OAHMM M3 pacnpocTpa-
HEHHbIX NPOSBMNEHUIA HEKOMMAKTHOrO MUOKapaa BO
B3pocnon nonynauun [13]. Kpome Toro, Henocpea-
CTBEHHO XPOHUYECKYIO CepAeYHY0 He4OCTaTO4YHOCTb
Takke TPaanLNOHHO CBA3bIBAKOT C MOBbILLIEHHbLIM PUC-
Kom Tpomboambonuyeckux cobbituin [14]. BelaBMHYTO
npeanonoXeHne, YTO NPU HEKOMMAKTHOM MuoOKapae
K TpOMB03y MOryT JOMOMHMTENBHO Npeapacnonaratb
TYpOYNEHTHbIA MOTOK KPOBM M Yy4aCTKM 3aCTOS1 KPOBU
B Xenyaoykax, obycnoBneHHble NaTonornyeckumm
Tpabekynamu [15]. Kak nssectHo, TpoM603mbonmye-
CKMe OCMNOXHEeHUS yxyawalT TedeHue 3aboneBaHus
M MPOrHO3 y nauueHToB C CepaeyvyHon HegoCTaTO4HO-
cTbto [16]. Taknm ob6pa3om, BbisBNEHHAs B3aMMOCBA3b
Mexay TPOMOOTUYECKMMU OCIOXHEHUSIMU U PUCKOM
neTanbHOro ncxoda y AeTert ¢ HeKOMMakTHbIM MMO-
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KapZoM COrfnacoBbIBAETCS C aHaNOrM4yHON 3aKkOHOMeEp-
HOCTbIO B LENOM AN NauMeHToB ¢ 3aboneBaHusMun
cepgua.

OrpaHu4yeHuns uccnegoBaHus. [JaHHoe mccneno-
BaHWe NpoBEeAEHO B CneLmann3MpoBaHHOM LEHTPE, B
CBS131 C YEM BbIBOAbLI MOTYT OKa3aTbCsl HE4OCTAaTOYHO
YHMBEpPCanbHbIMU MO OTHOLLEHWIO K 06LLEe nonynsaumm
nawuMeHTOB C AunaTauMoHHbIM (heHOTUMOM HEKOMMAKT-
Horo muokapga. [ebtoT 3aboneBaHus oueHmBancs
HaMKU Ucxoas U3 AaHHbIX aHaMHe3a U MeLULMHCKOWN
OOKYMEHTaLUumn, B CBSA3N C YeM MOXEeT coaepxaTb
HekoTopble HeTo4HocTU. K Tomy xe B paboTte Gbinun
[AOMNOMNHUTENbBHO NPOaHanNn3npoBaHbl apXUBHbIE MaTe-
puanbl, NO3TOMY He BbInv UCNONb30BaHbl N3MEPEHUS
dpakuumn Beibpoca no CMMMNCOHY, KOTopble Hanbonee
yAOOHbI AN M3MEPEeHUss COKpaTUTENbHOM (OYHKLMK
y OeTell ¢ peMoJenupoBaHMeM Muokapga no awna-
TauMoHHOMY dbeHoTuny. [narHoctTuyeckme KpuTepmm
HEKOMMNAaKTHOro M1oKapaa pasHSATCS, YHMBepcarbHble
KpUTEPUM OCTaKTCA NPeAMETOM 00CYyXAEeHMUS, BBMAOY
Yyero M3yyeHHas B pasnuyHblx paboTax natonorus
MOXET OTNnMyaThCs.

3aknro4veHue. YCTaHOBINEHO, YTO YEM paHblue
npoucxoauT oebroT 3abonesaHns y nauneHTa ¢ auna-
TaLMOHHbIM PEHOTUNOM HEKOMMAaKTHOrO MWOKapAaa,
TEM MEHbLUE pUCK neTanbHoro ncxona. BeisBneHsbl
Takke crefylolive nNpeaukTopbl neTansHoro nucxona
npv gaHHoM 3aboneBaHMKn: HEM30NMpoBaHHas hopma
HEKOMMaKTHOro Muokapga, Hanuume XenygovkoBbiX
HapyLleHni putMa cepgua (napHble XXenynovkoBble
3KCTPAaCUCTOrbl, MOMUTOMHbIE XXENyAo4KOBble JKCT-
pacuCcTOrbl, Xenyao4ykoBas Taxvkapaus), Hanuuune
TPOMBOTUYECKUX OCNOXKHEHUN. MonyYyeHHble AaHHble
NO3BONSOT ONPEAENUTL FPYNMbl NALUEHTOB C BbICOKUM
PWUCKOM NeTanbHoOro ncxoga.

lMpospayHocmb uccnedoeaHusi. ViccriedosaHue
He umerio crioHcopckol ModdepXKU. ABmopbl Hecym
MOSIHYI0 OMeemcmeeHHOCMb 3a rpedocmasseHue
OKOHYamersibHOU 8epcuu pyKonucu 8 nedame.

Heknapayusi o ¢puHaHcoebIx u Opy2ux e3aumMo-
omHouweHusix. Aemopb! 0aHHOU cmambu nodmeepou-
JlU omcymemeue KOHhIUKma UHmepecos, 0 KOmopom
Heobxodumo coobwums. Bce asmopbl npuHumManu
y4yacmue 8 paspabomke KoHuenuyuu, dusalHa uccrie-
dosaHusi u 8 HanucaHuu pykonucu. OKOHYamersbHas
g8epcusi pykornucu bbina o0obpeHa ecemu asmopamul.
Asmopbi He rnony4Yanu eoHopap 3a uccredosaHue.
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