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HeKomnaKTHbIN MUOKapa — Gopma KapanoMuonaTnmu, KoTopasl XxapakKTepm3yeTcsl HaJlnd4nem aHoOMasibHOro TpabeKynspHOro
(HEKOMMaKTHOIr0) €105 MMOKapAa »KenyAo4KkoB. CBA3b BbIPaXKE€HHOCTM HEKOMMAKTHOro C/105 MMOKapAa ¢ 0COBEHHOCTIMM
TEeYEeHUs1 M ncxogom 60s1e3HM ocTaeTcsl HesicHoH. Llenb ncenegoBaHus: U3y4nTb CBS3b BEIMYUHbBI COOTHOLIEHMS TOLMHbI
HEKOMMAaKTHOro M KOMMNAKTHOro cioeB muokapaa (HK/K), a TakKe 4Yucia HEKOMMAKTHbIX CErMEHTOB JIEBOIO }KEJyAou-
Ka (JTXK) cepaua ¢ pUCKOM neTabHOro mucxoga U TPOMOOTUYECKUX OC/IOXKHEHWI y AeTel ¢ AuaatalMoHHbIM GEHOTUMIOM
HEKOMMaKTHOro Mmoxkapaa. Metogbl: npeacTaB/ieHbl pe3ybTaThl MPOCNEKTUBHOI0 KOropTHOIO MCCAEA0BaHMs, B KOTOPOe
BKJ/II0OYa/IM AETEN, rOCNUTaIM3UPOBAaHHbIX B CrieLnain3npoBaHHbIN cTalmoHap ¢ oKTa6ps 2011 no man 2015 r. Hannune
HEKOMMaKTHOro MMOKapAa ycTaHaB/IMBaJIM Ha OCHOBaHMM Pe3ybTaToB 3XoKapanorpadun. PesynbTaTbl: B MCC/ie0BaHUE
BKJ/IIO4EHO 48 aetern ¢ HEKOMMaKTHbIM MUOKapAOM M pemoaennpoBaHuem Muokapaa JIXK no gunataynoHHOMy GeHOTUMy.
JleTanbHbin ucxoq 4epes 19 (8; 61) mec ¢ MOMEHTa O6HapPYKEHUS UIBMEHEHUI CO CTOPOHbI cepaua Hactynua B 11 (23%)
cnyqasix. Pa3Butme TpoMO0OTUHECKMX OC/TOXKHEHMH (KapAnoamb60insi, BHYTPUCOCYANCTbIN TPOMOO3 40 WU B Xoae Habge-
HUs) 3apuKeupoBaHo y 8 (17%) aeten. PUCK HaCcTyrnieHUsi CMepTU 1 pa3BUTUSI TPOMOOTUYECKUX OCJIOKHEHMI HE Obl/1 CBA3aH
¢ BennydmHon HK/K n yuciom HeKomnakTHbiX cermeHToB JIXK. 3akntoveHune: BendmHbl cooTHolweHnss HK/K n yucna Hekom-
MaKTHbIX CErMEHTOB MnoKapaa JIXK He Mo3B0o/S0T NPOrHO3MpPoBaTh TEYEHME 601E€3HN y AETEN C AnaaTaLMOHHbIM GEHOTUMIOM
HEKOMMaKTHOro MMoKapAa B OTHOLIEHUN Pa3BUTUSI TDOMOBOTHMYECKMX OCJIOKHEHUI M HACTYNIEHUS IeTallbHOro Mcxoja.
KnoyeBble cnoBa: 1eTH, HEKOMMNAKTHbIN MWOKapA, AnnaTtaunoHHas KapamoMmuonaTusi, 1eTaslbHbli MCXo[, TPOM603IM60IU-
4YEeCKUE OCII0KHEHMS.

(Ansa untnpoBaHus: Ymaposa M. K., bacapruHa E. H., CunbHoBa W. B. CBS3b xapaKTEPUCTUK HEKOMMAKTHOIO CNOsi MMOKap-
[la C PUCKOM HacCTynneHuUs netanbHOro UCXo4a U pasBUTUS TPOMOOTUHECKUX OCNOXKHEHUIW NPU AnnaTtalMoOHHOM deHoTune
HEKOMMaKTHOro MUOKapaa y AeTen: pesdynbraTbl KOFrOPTHOrO UccnefoBaHus. Bonpocskl coBpemeHHown neanatpun. 2016;
15 (2): 161-167. doi: 10.15690/vsp.v15i2.1534)

OBOCHOBAHME cepiua B coyeTaHuu C runeptpoduen ero CTeHoK) [2—-4].

HeKoMnaKTHbIM MuoKapa — dopma KapavoMuonaTuu,
XapaKTepu3yloLwasncs HalnyuemM aHoManbHOro TpabekynsipHo-
ro (HEKOMMNaKTHOro) CNos MMOKapaa XenyLo4KoB, Hanbonee
4yacto — B 06n1acTv BEPXYLUKM NeBOro xenyaodka (JIXK) [1].
B cBA3M ¢ TeM, 4TO NpaBbii XKenyaodek cepala B Hopme 6onee
TpabeKynapeH, TEPMUH «<HEKOMMAKTHbIM MUOKapa» Yallle Bce-
ro NojgpasymeBaeT NaToNornyecKkue M3MeHeHns MMeHHO JIXK.

PemogenvpoBaHue JIXK y naLMeHTOB ¢ HEKOMMaKTHbIM
MWOKapAoM MPOUCXOAUT HEOAMHAKOBO: BO3MOXHbl U3Me-
HEeHWs No gunatauMoHHOMY, TMNepTPOPUHECKOMY, PECTPUK-
TUBHOMY, a TaKkXe cMelaHHomy deHoTuny (aunataumsa JIXK

HeKoMNaKTHbIM MMOKapa, CONPOBOXKAALWMNCA Pa3fnYHbI-
MU BPOXAEHHbIMM MOPOKaMu cepaua, noayynsn Ha3BaHue
HenzdonupoBaHHoro [5]. CymtaeTcsd, YTO HEKOMMAKTHbIN
MUOKapA Kak BPOXKAEHHOE COCTOSIHNE BO3HMUKAET B pPe3y/ib-
TaTe HapyllEeHWW pa3BUTUS NNoAa Ha 2-M Mec aMbpuoreHe-
3a [1, 6, 7]. CyuiecTByeT 1 anbTepHaTMBHas TOUYKa 3PEHNSA
0 BO3MOXHOCTM GOPMMPOBaHUA BGONE3HM B MOCTHaTaslb-
HbIKM nepuoa *Kn3uu [8—-10].

HeKoMNaKTHbIM MUOKapa ABAseTca TPETbeN MO 4acTo-
Te BCTpe4YaemMoCTM B Monynsuuu Kapaumomuonatven [11].
B nocnegHve roabl YMCNO AMArHOCTMPOBAHHbLIX CilyyYaeB
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HEKOMMAaKTHOro MUOKapAa B MWUpe 3Ha4YMTENbHO YBENWYM-
nocob [3, 11, 12]. lNMpounsoLwno 3To B pesynbrate NoBbilEHUSA
paspeluatoller cnocobHOCTM MEeTOA0B BM3yanusaumm MUO-
Kapga, N03BoASWMX 3adUKCUPOBaTb €ro TpabeKyNsapPHOCTb
[1, 13]. Kpome Toro, oTMe4eHo noBblleHne MHGOPMUPOBAH-
HOCTM O [JaHHOW NaTofIorMKM KapauMoioroB M CrneLManucToB
yNbTPa3BYKOBOIro uccnegoBanus [1].

CreneHb «HEKOMMAKTHOCTU» MUOKapAa OT MENKWX Tpa-
6GEeKyNn A0 BblParKEHHOr0 HEKOMMAKTHOMO CMOs MOXKET oTpa-
KaTb KOHTUHYYM — CNeKTp MOopdONOrM4yeckmnx npu3Hakos
MWoKapga [5]. OgHaKo ocTaeTcs HEACHOM KIMHMYECKas 3Ha-
YMMOCTb BbIPaXEHHOCTU HEKOMMAKTHOrO €05 U ee CBA3b
C TeYeHMeM M ucxoaom 3aboneBaHus. OTCyTCTBYET OAHO-
3HaYHbIM NOAXO4 K TPAKTOBKE NPOrHOCTUYECKOW POIU BENU-
YMHbl COOTHOLUEHWUS TOMWMHBI HEKOMMAKTHOIO M KOMMNAaKT-
Horo cnoeB (HK/K), ee 3Ha4MmoCTb Npu BbIGOPE TaKTUKMK
BefeHuns naumeHTa. CornacHo pesynbratam psga uccnepo-
BaHWM C y4yaCTMEM [eTeln U B3POCAbIX, YBENUYEHUE COOT-
HoweHnsa HK/K cnyxuT NnpeanKTopoM He TOJIbKO CHUMKEHUSA
coKpaTuTenbHon GyHKuumK JTXK [14], HO U HeGNaronpPUATHOrO
ncxoda 3aboneBaHus cepaua [15-17]. MNoxoxue pesysb-
TaTbl MPOAEMOHCTPUPOBAHbLI M AN YMCAa HEKOMMAKTHbIX
cermenToB JIK [16, 18, 19]. OgHaKo B psiae uccnegoBaHum
NPOrHOCTMYEeCKas 3Ha4YnMMoCTb cooTHoweHus HK/K [2, 20],
4ynucna HEKOMMNAaKTHbIX CerMeHToB [2, 21], MacCbl HEKOMMNAaKT-
Horo mmokapgaa [20] He 6blna NoOATBEPKAEHA.

Llenblo Hawero wuccnegoBaHus 6bI1I0 M3YYUTb CBSA3b
BENMYMHbI COOTHOLEHMS TONWMHBI HEKOMMNAKTHOrO M KOM-
MaKTHOroO CNOEB MMOKapAa M 4Yucna HEKOMMaKTHbIX cer-
MEHTOB MWOKapga C TeYEeHWEeM KapauomuonaTuu y feten
M Mcxogom 3aboneBaHus.

METOAbI

Aun3aiH uccnegoBaHus
MpoBeaeHoO NPOCNEKTUBHOE KOrOPTHOE UCCie0BaHMe.

M.K. Umarova?, Ye.N. Basargina®' 2, L.V. Silnova?

Kputepumu cootBeTcTBUA

Bbi6opKy dopmupoBanu M3 yucna 60MbHbIX, FOCNUTaNN-
3UPOBaHHbIX C AMNaTaLMOHHOM KapauomuonaTuen, nomo-
3pPEHMEM Ha HEKOMMAKTHbIN MUOKap/, BPOXKAEHHbLIMU MOPO-
KaMu cepaua, KapanTom.

Kputepnmn BKIOYEHUS:

1) BO3pacT naumeHToB mnaguwe 18 nerT;

2) Hanuuune ynbTPa3BYKOBbIX MPU3HAKOB HEKOMMAKTHOIO
muokapga no T. K. Chin [22] u R. Jenni [23]:

e [BYXC/IOMHas CTPyKTypa Muokapaa JIXK, cocTosiwas v3
BbICT/IAHHOMO 9HAOTENMEM HEKOMMAKTHOrO C0si — MHO-
KecTBa TpabeKyn, pas3aeneHHbiX TakyHaMu 1 coobLiato-
wmxea ¢ nonoctbto JIK, 1 noanexawero KOMNaKTHOro
€109 MMOKapaa, OAHOPOAHOM CTPYKTYPbI;

e OTHOWEHWE TONLWMHbI HEKOMMAKTHOrO €0 K KOMMaKT-
HoMy 6onee 2 (M3BMepeHUs B KOHLLE AMACTO/bl MO KOPOT-
Kon ocu JTXK nnun B 4eTbipexKaMepHOW NO3nLnK);

® 3aMnosIHEHWE MEXTPaAOEKYNAPHbIX MPOCTPAHCTB KPOBbIO
13 nonoctn JIK 1 BM3yanusaumsa KpOBOTOKa MO Nepcu-
CTMPYIOLLMM CUHYCOMAAM B pPeXMme LBEeTOBOro gonnie-
POBCKOr0 KapTMpOBaHMUS;

3) pemogenvpoBaHue MMWOKapAa nNo [AuaTauuMoHHOMY
deHoTuny.

B wnccnegosaHve He BKIOYanM GONbHbIX C COMYTCTBY-
loller naTonorven cepaeyHo-cocyaucTonm CUCTeMbl, MpU-
BOASILLEV K YBE/IMYEHMIO MOCTHArpy3kn Ha muokapg JIK,
C CONYyTCTBYOWMMN BGONTIE3HAMM HAKOMIEHUS, a TaKKe Npo-
$eccroHanbHO 3aHMMaBLINXCSA COPTOM B MPOLLIOM.

YcnoBus npoBepeHUsa

McecnepoBaHne npoBedeHO Ha 6a3e KapAauosiormyecko-
ro oraeneHuss HaydHoro ueHTpa 3gopoBbs geten (HU3Z,
MockBa) B nepuop ¢ oKkt6psa 2011 no man 2015 r. B nepuoa
HabnoAeHUa BCEM MauMeHTaM MNPOBOAMIOCH KOMIMIEKC-

1 scientific Centre of Children’s Health, Moscow, Russian Federation
2| M. Sechenov First Moscow State Medical University, Moscow, Russian Federation

Correlation of Non-Compact Myocardial Layer Characteristics
With the Risk of Death and Thrombotic Complications in Dilated
Phenotype of Non-Compact Myocardium in Children: Cohort
Study Results

Background: Non-compact myocardium is a form of cardiomyopathy, which is characterized by an abnormal trabecular (non-compact)
layer of the ventricular myocardium. The correlation between the severity of a non-compact myocardial layer and peculiarities of course
and outcome of the disease remains unclear. Objective: Our aim was to examine the relationship of the ratio value of the non-compact and
compact myocardial layer (NC/C) thickness, as well as of the number of non-compact segments of the left ventricle (LV) of the heart with
the risk of death and thrombotic complications in children with dilated phenotype of non-compact myocardium. Methods: The results of a
prospective cohort study, which included children hospitalized to a specialized hospital from October 2011 to May 2015, are presented. The
presence of non-compact myocardium was established on the basis of echocardiography results. Results: The study included 48 children
with non-compact myocardium and LV myocardium remodelling on the dilatation phenotype. Fatal outcome in 19 (8; 61) months from
the date of detection of heart changes occurred in 11 (23%) cases. The development of thrombotic complications (cardioembolism,
intravascular thrombosis before or during the observation) is recorded in 8 (17%) children. The risk of death and thrombotic complications
did not depend on the NC/C value and the number of non-compact LV segments. Conclusion: The value of the ratio of NC/C and the
number of non-compact LV myocardial segments does not allow to predict the course of the disease in children with dilated phenotype of
non-compact myocardium in relation to the development of thrombotic complications and occurrence of fatal outcome.

Key words: children, non-compact myocardium, dilated cardiomyopathy, fatal outcome, thromboembolic complications.

(For citation: Umarova M. K., Basargina Ye.N., Silnova I. V. Correlation of Non-Compact Myocardial Layer Characteristics With the Risk
of Death and Thrombotic Complications in Dilated Phenotype of Non-Compact Myocardium in Children: Cohort Study Results. Voprosy
sovremennoi pediatrii — Current Pediatrics. 2016; 15 (2): 161-167. doi: 10.15690/vsp.v15i2.1534)



HOEe CMMMTOMaTUYECKOE NeYeHUe XPOHUYECKOW cepaeyvHon
HepgocTaToyHocTM [24]. lnaH Tepanuu paspabaTbiBasnics
BO BpeMSs NepBON rocnutann3dauunm ¢ KOPPEKTUPOBKOW Mpwu
nocneayroumx rocnuTannadaLmsax ¢ y4eTom COCTOSHUS 1 Beca
nauueHTa, pesynbTaTtoB 06CnefoBaHWM M OTBETA Ha paHee
nogo6paHHoOE neyvyeHue.

Ucxopabl uccnegoBaHmna

lepBUYHON KOHEYHOM TOYKOWM WUCcnefoBaHua aABAsSCS
netanbHbIi Ucxoad. LOMOAHUTENbHO aHanu3upoBann PUCK
pPa3BUTUA TPOMOOTUYECKUX OCIIOKHEHUW (KapaMoambonus,
BHYTPUCOCYANCTbIV TPOMOO3).

MeToabl perucTpauum UCXoaoB

Perunctpaumsa cnydaes cmepTu, nponsolwealinx sBHe HLU3/,
(n = 8), npoBoaMNacb Ha OCHOBaHWKU MHbOPMaLUK, NepeaaH-
HOM poauTensiMu nauueHToB. [Mpn oTCYyTCTBUM MHDOPMaLIUK
0 COCTOSIHMM pebeHKa CBSA3bIBaNUCb C neguMatpoMm, Habnto-
JaBlWKM pebeHKa No MeCTy KUTeNnbCcTBa, IM60 OTnpaBasIv
3anpoc Ha noJfiydeHne KOnun MeAULIMHCKOM AOKYMeHTauuu
B fle4ebHOe yypexaeHne, rae nauneHT obla o6cneqoBaH.

Cnyyan Tpom60o06pa3oBaHUa GUKCUPOBaNM MpU 3XO-
Kapaunorpadumn (3xoKl) Bo Bpemsa HabnwogeHusa B HU3/.
Kpome Toro, y4yntbiBanuM yKasaHus Ha NOAOOGHbIE OC/IOXK-
HEeHWs, NpousoLwejlme 4O rocnuTanmMaaum U B Nepuog
Mexay noctynneHnamu B HU3/ (no gaHHbIM MeauLMHCKOM
LOKYMEHTaLWUKU, NpefocTaBfeHHOW MEAULMHCKUM YYperK-
JEeHWEeM MO MECTY XUTenbcTBa). Ha MOMEHT BK/OYEHUS
B UCCNnefoBaHWe YacTb NaLMeHTOB Haxoannachb Ha NoBTOp-
HOoM o6cnegoBaHnn B HL3/. B aTux cnydasix Heobxoau-
Maa WMHbopMaLua O TeyeHun 6one3Hu Obina nosnyyeHa
M3 npejlwecTByOWMNX UcTopun 6one3Hn (aHBapb 2005-
ceHTa6pb 2011 ).

AxoKapanorpagpuyeckoe uccaegoBaHme

AxoKI npoBoAMAKN BCEM NMaLMeHTaM MPU Kaxaomn rocnu-
Tann3aumMmM C UCNONb30BaHWEM YNbTPaA3BYKOBbLIX annapa-
TOoB Sequoia 512 (Acuson, CLWUA), Prosound SSD-5500 SV
(Aloka, fdnoHus), Sonos-5500 (Philips, CLUA), Aplio XG
(Toshiba, AnNoHKS), OCHALWEHHbIX CEKTOPHbIMW AaTyYMKa-
MU, paboTarwnmnm B AumanasoHe yvactor 3,0-6,5 MIL.
OUEHKY 4ucna HEKOMMaKTHbIX CermMeHToB MuoKapda JIK
BbIMNO/IHANN B CTaHAapTHOM 16-cermeHTapHon moaenu JIK.
CermeHT Muokapga JIXK ¢ Hanbonblwen TONWUHON CTEHKKU
Obl1 UICNONb30BaH AN U3BMEPEHUS COOTHOLIEHUS TONLWMHbI
HK/K B KOHUE AMacTosbl N0 KOPOTKOM ocu JIXK unun B 4eThbl-
pexKamMepHoOM NO3ULINK.

JTHyecKas aKcnepTUsa

lpoBeaeHne uccnegoBaHus ogo6peHO Ha COBMECTHOM
3acefaHnn YyeHoro coBeta W JTIOKanbHOro aTM4eCKoro KoMu-
Teta HU3/, (npotokon N2 13 o1 22.12.2011 1.).

CraTucTtmyeckKkui aHanus

Pacyer HeobxoauMmoro ob6bema BbIGOPKM MpeaBapu-
TeNbHO He npoBoanncs. CTaTUCTUYECKUIA aHann3 BbINOHEH
C ucnonb3oBaHuMem nporpammbl SPSS v. 20 (IBM, CLUA).
lMpoBepKa HOPManbHOCTU pacrnpeneneHnss 3Ha4eHUn Konu-
YeCTBEHHbIX MPU3HAKOB MPOM3BEAEHA C WMCMONb30BaHWEM
Kputepus Lanupo—Yunka. OnnucaHme KoNMYeCTBEHHbIX Mpu-

3HAKOB BbIMO/IHEHO B BMAE MeanaHbl (25-1; 75-1 NpoLeHTH-
nn). OueHKa PYHKLUMWN BbIXKMBAEMOCTU NaLIMEHTOB OCYLLECT-
B/I€Ha C nomolulblo KpuBon KannaHa—Mewnepa. 15 OLEHKH
BIWSIHUS HE3aBUCUMbIX MEPEMEHHbIX Ha QYHKLIMIO BblXKKUBa-
€MOCTU NPUMEHSATN MeToA perpeccuun no Kokey. Ha nepsom
3Tane aHanu3a OLEeHMBaNW BAWSHUE KaXJoro OTAENbHOro
daKTopa (ogHOdaKTOPHbIM aHann3), Ha BTOPOM — NPOBOAN-
I MHOrOdaKTOPHbIM aHann3, B KOTOPbIA BKJIOYaNM TOSIbKO
Te GaKTopbl, 4151 KOTOPbLIX 6bII0 YCTAHOBEHO CTATUCTUYECKM
3Ha4YNMMOE BNSIHWE Ha BbIKMBAEMOCTb.

PE3Y/IbTATHI

Y4yacTHUKK UccnepoBaHUA

B nccnepoBaHue Obinn BKIOYEHbI 48 geTen ¢ HEKOM-
NaKTHbIM MWOKapAOM M pemMoaenvpoBaHUEM MO AunaTtauu-
OHHOMY peHoTUuny. B 12 (25%) cnyyvaax guarHo3 HEKOMMaKT-
HOro MMoKapa 6bia1 noctaBneH B nepuog ¢ 2005 no 2009 r.,
B 36 (75%) — B nepuog ¢ 2010 no 2014 r. B ta6bn. 1 npea-
CTaBNEeHbl KayeCTBEHHblE U KOMMYECTBEHHbIE MOKa3aTenu,
XapaKtepuaylowme BblIOOPKY.

M3MeHEeHUa CcO CTOPOHbI CEPAEYHO-COCYANCTON CUCTEMDI
y NauneHToB BnepBble 6blin 06HapPYKEHbI B CPeAHEM Mocne
nepBoro roga *uaHu. Mpun aToM y Kaxkaoro 4-ro nayueHTa
M3MeHeHUs B cepaue 6blin 06HapyKeHbl MPU BbIMOMIHEHUN
OxoKI B OTCYTCTBUM KIIMHUYECKUX MPOSiIBNIEHUIN 3aboneBa-
HUs. B ocTanbHbIX cnyyasx 605e3Hb AeboTMpoBana ¢ Bbipa-
WEHHON KIMHWUYECKON CUMMNTOMATUKOW AeKOoMMeHcaumnn
3aCTOMHOW CepeyYHOn HegoCTaTOYHOCTH. [ocnuTanmM3auns B
HL3/[, npoucxoaunna yepes 7 (3; 36) mec nocne nosiBieHns
nepBbIX CUMMTOMOB.

Y 12 (25%) neten yctaHoBNeHa HEM30IMPOBaHHas Gop-
Ma HEKOMMaKTHOro MWoKapga. B uyucne conyTcTBylOLWMX
BPOXAEHHbLIX MOPOKOB cepAua no 1 cnyyar AMarHOCTMpo-
BaHbl aHOManusg J6WwTenHa, HeJoCTaTOYHOCTb MWUTPasibHO-
ro KnanaHa, aHOManbHas apKajga MUTpaNbHOrO KianaHa
W «NapawoTHbIM» MUTPabHbIM KnanaH, rmnonaasus 1eBoro
Xenyaodka, mexnpeacepaHoe coobueHue. OTKPbITbIM aop-
TalbHbIM NPOTOK OGHapyxeH y 3 geten (M3 HMX Yy 1 nauu-
€HTa BbIiIBJieHa KOPOHapHO-NeBOXKenyao4ykoBas ductyna),
nedeKT MexKenyao4KoBon Neperopogkm — vy 4.

B nepuoa HabnwogeHuns B HU3 nauuveHTbl nosyyanu
cneaylouwme npenapartbl: cepaeyHble mukosnabl — 34 (71%),
WHIMOUTOPbI aHrMoTEH3MHNpPEBpallaowero gepmeHta —
41 (85%), anypetnkn — 42 (88%), B-aapeHobnoKaTopbl —
33 (69%), aHTHapuTMmyeckme cpeactea — 17 (35%) 60nb-
HbIX. lpoTMBOCBepTbIBaOWaAsa Tepanus (aHTuarperaHTsl,
aHTUKOoarynsaHTbl) 6bl1a HasdHavyeHa 39 (81%) oetam.

OCHOBHbIe pe3ynbTaTbl UCCNIE40BaAHUSA

JleTanbHbIM ncxon 3apernctpupoBaH B 11 (23%) cny-
Yyasx, MeanaHa cpoka OT MOMEHTa BbiiBfieHUs 3abonesa-
HWUS OO0 HacTyrnJeHus cMmepTu coctaBuna 19 (8; 61) mec.
B 3 cny4asx nonyyeHbl pe3ynsraTbl NATOMOPPOIOrMYECKOro
nccneaoBaHWa: AMarHo3 HEKOMMAKTHOro MuoKapaa 6bin
NOATBEPKAEH.

KymynatuBHas NATUAETHAS BbIXKMBAEMOCTb MaLMEHTOB
C MOMeHTa ob6HapyKeHus (aebtoTa) 3aboneBaHns ¢ y4eTom
LIeH3ypupyeMbIX AaHHbIX gocturana 80,9%, aecaTunetHas
BblXXMBaemoctb — 75,5%. Cpok HabnwogeHus cocTaBui
6onee 60 (n =17) n 6onee 120 (n = 8) mec. KpuBas Kymyns-
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Ta6nuua 1. MNpusHaku, NnpoaHanManpoBaHHble B paboTe

MNMokasarenb 3HauyeHue
[eBouyku, abe. (%) 20 (42)
Bo3pacT Ha MOMEHT nepBoW rocnuTanmMsaunmn, Mec 57 (12; 118)
BospacT BbiiBNEHUA MBMEHEHUI CO CTOPOHbI cepAaLa, Mec 13(3; 70)
Mpu3Hakun cepaeyHon HeaOCTaTOYHOCTU Ha MOMEHT BbiiBIEeHUsI 601e3HM, abc. (%) 27 (56)
OTaroweHHas HacneacTBEHHOCTb*:
* unaTtauMoHHas KapauomuonaTtus, aée. (%) 2(9)
® HEeKOMMaKTHbIA MUoKapa, abce. (%) 4 (18)
CooTHOLWEeHWE TONWUHBbI HEKOMMAKTHOr0/KOMMAaKTHOrO ClI0EB MUOKapaa 4,7 (3,8-5,3)
Yucno cerMeHToB HEKOMMNAKTHOro MMoKapaa 6 (4-8)
AxoKI-napameTpbl N1€BOro Xenyaoyka:
° K,D,P** 140 (128; 162)
o KCP** 181 (153; 217)
® TONLWMHA 3aHEN CTeHKM** 126 (114; 194)
*  TOoNWMHA MMKM** 115 (101; 143)
® WHOEKC Maccbl MMOKapaa, r/M2 137 (120; 165)
e dpaKuus Bbibpoca, % 35 (29; 45)

lpumevaHue. * — Ha OCHOBaHWKW pe3ynbratoB IXOKI 4NeHOB ceMbM NaumeHTa (AaHHble ana 22 60nbHbIX, B 19 cnydasx IXoKIm BbINONHEHO
o60ouM poauTensim, B 3 cnydasx — TONbKO OAHOMY); ** — 3HauyeHus nokasatenewn (pesynstatbl IXoKI B HLU3/) ykazaHbl

B % OT JONIKEHCTBYIOLLMX BENUYUH, pacCHUTaHHbIX NPU NOMOLLM PErPECCUOHHbIX ypaBHEHWU [25]. 3aeck n B Tabn. 2, 3: K[AP — KOHeYHbIN
anactonnyeckni paamep, KCP — KOHeYHbI cucTonmyeckuin paamep, MXKI — mexokenyao4ykoBas neperopojxa.

TMBHOW BbIXXMBAEMOCTU MaLMEHTOB C HEKOMMAKTHbIM MWO-
KapAoM B 3aBMCMMOCTU OT ANUTENIbHOCTU CpOoKa 3aboneBa-
HWS NpeacTaB/ieHa Ha puc.

Mpn n3ydyeHun daxkTopoB, obnagalowmnx MPOrHoCTUYE-
CKOM 3HA4YMMOCTblO, aHanu3 BbIXMBAEMOCTWM MNaLMEHTOB
C HEKOMMaKTHbIM MWOKapAOM MPOBOAMAM C MCMONb30Ba-
HMeM MmeToga perpeccum Kokca. lMonydyeHHas B pesynbTa-
T€ WCKIYEHMUS He3HayYUMbIX GaKTOPOB perpeccuoHHas
MoOJeNnb He BKNtoYana B cebs H1 cooTHoweHne HK/K, Hu ync-
/10 HEKOMMNAaKTHbIX CErMeHTOB. YKa3aHHble daKTopbl 6bln
UCK/IOYEHbl NPKU MOCTPOEHUU PErPECCMOHHON MOAENN KaK
He3Haynmble. B Tabn. 2 npeacraBneHa BeNMYMHA OTHOLLE-

Puc. KpnBas KyMynsaTMBHOW BbIXXMBAEMOCTU NaLUEHTOB
C HEKOMNaKTHbIM MWOKapAom
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MNMepuopa ot Hayana 3a6onesaHusi, Mec

1 DyHKUMSA JOXUTUSA =+ LleH3yprpoBaHHble

HWS LWAHCOB ANS BCEX MNpoaHanu3MpoBaHHbIX GaKTopoB
Ha aTane oJHO- U MHOrohaKTOPHOro aHanun3a.

[lononHuTenbHbIE pe3ynbTaThl UCCNIE40BaHUS

dopmunpoBaHue TpomM6oB 3aduKcupoBaHo y 8 (17%)
60/1bHbIX, U3 HUX Y 5 — npun AxoKl B HU3/, ewe y 3 — npu
o6cnefoBaHnM MO MECTY XWUTeNbCTBa A0 rocnutanusauuu
B HU3A. B 7 cnydasx TpoM6bl JIOKann3oBannCb BHYTPU-
cepgeyHo (B nonoctax JIXK, npaBoro xenygoyka, npaBoro
npeacepavs), y 1 nauneHTa 6bi1a guarHocTMpoBaHa TPOM60-
3MOB0NUSA NEFOYHON apTeEPUN.

Mpun NpoBeaeHMM perpeccMoHHOro aHannsaa cBs3b COOT-
HoweHnsa HK/K 1 4yncna HEKOMMAaKTHbIX CErMEHTOB MUOKap-
[Ja Cc pa3BMTMEM TPOMOO3a y AeTen ¢ AunaTaLMOHHbIM GeHo-
TMNOM HEKOMIMAKTHOIrO MMOKapa He ycTaHoB/eHa (Tabn. 3).
BmecTe ¢ TeM 6bI10 NOKa3aHo, YTO BEPOSATHOCTb Pa3BUTUSA
Tpom603a 6blla Bblle Yy AeTer C MNO3AHUM BbIIBIEHUEM
3ab0neBaHus.

OBCYXAEHME

Pe3lome 0CHOBHOIO pe3ynbraTta uccnejoBaHus

He o6HapyxeHo cBs3uM cooTHoweHus HK/K u uyucna
HEKOMMaKTHbIX CErMEHTOB MMOKapha C MCXoaom 3aboneBa-
HUS U PUCKOM Pa3BUTUS TPOMOOTUYECKMX OCITIOXHEHUI Y AeTen
C AvnaTaumMoHHbIM GEHOTMMOM HEKOMMAKTHOrO MMOKapaa.

0GcyXaeHne OCHOBHOro pe3y/ibTata UcciegoBaHus

B paMKax Halero ncecnegoBaHms 6biin n3y4eHbl 0CO6EH-
HOCTM TEYEeHWS HEKOMMAKTHOro MMOKapAa C peMoAaenunpo-
BaHWeM MO AunaTauMoOHHOMY TWUMY B [AETCKOW MOMynsuuu,
BIUSIHWE 3XOKapaMorpaduYecKux XapaKTEepPUCTUK HEKOM-
NMaKTHOro MMOKapaa Ha CMMNTOMbl 3a601eBaHna U NPOrHoO-
CTUYeCKas posib yKasdaHHbIX GaKTOPOB B OTHOLEHWM NeTab-
Horo ncxoaa. CornacHo HalwnM AaHHbIM, B HacTosiLLee Bpems
370 Hambonee KpymnHoe uccneaoBaHne HEKOMMNaKTHOro MUO-




Ta6nuua 2. AHann3 BAUAHUS Pa3nnyHbIX GaKTOPOB Ha BbIXKMBAEMOCTb NaLMEHTOB C HEKOMMNAKTHbIM MUOKapAoMm

ou 95% AU 95% AU
HeHcKui non 2,219 0,646-7,626 - -
Bo3pacT BbIgBNEHUA U3MEHEHWI CO CTOPOHBI cepaLa 1,014 1,003-1,024 1,019 1,004-1,033
Cepﬂ,e‘-lHaFl HEeAOCTaTOYHOCTb HA MOMEHT BbISiBEHUS 3,029 0,653-14,063 i )
M3MEHEHUI CO CTOPOHbI cepala
Bo3pacT Ha MOMEHT NepBoW rocnuTanu3aunm 1,000 0,991-1,010 - -
dopma HEKOMMNAKTHOrO MMOKapaa* 4,011 1,311-4,585 4,025 2,68-4,814
AnutenbHocTb HabntogeHus B HU3/, 0,925 0,853-1,004 - -
CoOTHOLWEHME HEKOMMAaKTHOI0/KOMMAaKTHOMO CI0eB MUOKapaa 1,046 0,605-1,806 - -
Yucno HeKOMNaKTHbIX CErMEHTOB 0,862 0,644-1,154 - -
AxoKI-napameTpbl N1EBOro Xxenyao4yka:
o KAOP** 1,017 0,996-1,037 - -
o KCP** 1,012 0,999-1,025 - -
®  TO/WMHA 3aHEN CTEHKU** 0,995 0,985-1,006 - -
e TONWMHa MMKIM** 0,982 0,946-1,019 - -
® WHJEKC Maccbl MMOKapaa, r/M2 1,000 0,980-1,021 - -
e dpaKuusa Bbibpoca, % 0,889 0,813-1,973 - -
Tpom603 B aHaMHe3e/B nepuoa HabnogeHus 2,765 1,804-9,505 2,733 1,688-6,854

lMpumevaHue. * — HenzonupoBaHHasa Gopma HEKOMNAKTHOrO MMOKapaa, ** — 3HayeHus nokasaTtenew (pesynstaTtel AXoKI B HLU3)
yKasaHbl B % OT JO/IKEHCTBYIOLLMX BEUYMH, PACCHUTAHHbIX NPY MNOMOLLM PEFPECCUOHHbIX YPaBHEHW.

Ta6nuua 3. AHanus BAMSHKSA pasnnyHbix GaKTOPOB Ha YacTOTy TPOMOO30B y NALMEHTOB C HEKOMMAKTHBIM MUOKapAOM

Mon pe6eHKa 2,534 0,404-12,334
Bo3spacT BbIIBNEHUS UBMEHEHUIN CO CTOPOHbI cep/Lia 1,015 1,001-1,037
CepueHHayi HeAoCTaTOYHOCTb HA MOMEHT BbISIBJIEHUS 1,662 0.320-8,641
M3MEHEHUI CO CTOPOHbI cepaLa

BospacT Ha MOMEHT NepBoOW rocnuTanmMaauuu 0,996 0,98-1,011
dopma HEKOMMNAKTHOrO MUMOKapaa* 0,367 0,042-3,164
CooTHOLWEHWE HEKOMMAKTHOIr0/KOMMaKTHOrO C0EB MUOKapaa 0,883 0,368-2,003
Yncno HEKOMNAKTHbIX CErMEHTOB 0,788 0,527-1,165
OxoKIl-napameTpbl N1€BOr0 XenyaoyKa:

o KOP** 1,017 0,990-1,048
o KCP*x* 1,012 0,995-1,031
® TO/UIMHA 3a4HEN CTEHKN** 0,989 0,972-1,009
e TOMWMHa MMKIM** 0,952 0,865-1,048
® WHAEKC maccbl MMOKapaa, r/M2 0,976 0,871-1,064
e dpaKuusa Bbibpoca, % 0,903 0,795-1,012
AnutenbHocTb HabntogeHus B HU3/, 0,973 0,869-1,011

lMpumevaHue. * — HenszonupoBaHHas Gopma HEKOMMAKTHOrO MMOKapaa, ** — 3HayeHust nokasaTtenei (pesynstaTtel IXoKI B HL3)
yKa3aHbl B % OT JO/IKEHCTBYIOLWMX BENNYMH, PACCYUTaHHbIX MPU MOMOLLM PEFPECCUOHHbBIX YPaBHEHUN.

Kapga B MOnynsiuuu AeTen, NPoXMBalOLWMX Ha TEPPUTOPUM
Poccuitckon depepaumu.

B 60/1blUMHCTBE COOBLLIEHUA O TEYEHUW HEeKOMMaKTHO-
ro MWOKapaa y Aetev B chneuuann3upoBaHHbIX CTaulUOHa-
pax ypoBeHb CMEPTHOCTM BbICOK M BapbupyeT oT 7 o 20%
[3, 26, 27]. Mpu BbIAENEHUU TPYNMN C PaA3AUYHbIM TUMOM
pemMoaenupoBaH1s MUMOKapaa y nauueHToB ¢ HEKOMMAaKTHbIM
MWOKapAOM CMEPTHOCTb fAeTer C AuNnaTauMOHHbIM MAU CMe-

WaHHbIM GEHOTUNOM C MPU3HaKaMK annaTtalun 3HaYUTENbHO
Bbllle, YeM € rMnepTpodUYecKnM GEeHOTUNOM MU HOpManb-
HbIMW MOpbOMETPUYECKMMHM NapaMeTpamu cepaua [3, 4]. Tak,
cornacHo J. L. Jefferies v coaBT., NATUNETHWUI YPOBEHb CMEPTHO-
CTW/TPaHCNNaHTaLMKN Ang gunataumMoHHOro GeHoTuna cocTaBmn
43% [4]. B nyébnukauum S.T. Brescia M coaBT. KyMynsTUBHas
NATUNETHAS BbIXXMBAEMOCTb NALMEHTOB C HEKOMMAaKTHbIM MUO-
KapaoM Npu avnatauuoHHOM deHoTune coctaBuna 63% [3].
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OpuruHanbHas ctaTbf

B Hawem uccnegoBaHnM KymynsTUBHas NATUNETHAS BbiXKMBae-
MOCTb OKa3anacCb HECKO/bKO Bbllwe 1 coctaBuna 80,9%.

Pesynbratbl UccneaoBaHWM KIMHUYECKOW POAM XapaK-
TEPUCTUK HEKOMMAKTHOrO €105 MMOKapAa NPOTUBOPEYUBHI.
CornacHo D. Aras u coaBT., uccnegoBaBsluMm 67 B3pPOC/bIX
nauneHToB, cooTHoweHne HK/K 1 yncna HeKOMMaKTHbIX
CerMeHToB o06naganyM MNPOrHOCTUYECKOW POJibl0 B OTHO-
IUEHUN Pa3BUTUS CUCTONMYECKOM AMCOYHKUMK [14]. Tem
He MeHee B 60s1ee KpynHoMm nccnegosaHnn G. Fazio 1 coaBT.
238 B3poCnbIX MaUUMEHTOB C HEKOMMAaKTHbIM MWOKapAOM
B/IUSIHUS YMCNA HEKOMMaKTHbIX CErMEHTOB Ha pas3BUTHE
CUCTONMYECKON AUCHYHKLMKM OBHapyxeHo He 6bi1o [21].
S. Dellegrottaglie u coaBT. npoaHanuM3npoBanu pesynsraThl
MarHWTHO-pe30HaHCHOW Tomorpadun cepaua 16 naumeHToB
C HEKOMMNAKTHbIM MMOKaPAOM WU 3aKJYWUN, YTO COOTHOLLE-
HMe HK/K B KaxaoMm cerMeHTe HenocpeaCTBEHHO BUSET
Ha cTerneHb CUCTOIMYECKON AUCOHYHKLMMU Ha PErmoHanbHOM
YPOBHE, MpPX 3TOM MPEAMKTOPOM [N06afbHOW CUCTONMYE-
CKOM AMCOYHKLUMM ABASIETCS YUCNO 3aTPOHYTbIX CErMEHTOB
[28]. B nccnenoBaHuM 340p0OBOIM NonNynaLMn 66nblias tpa-
GEKyNsPHOCTb MWOKapAa COOTBETCTBOBajsa HEKOTOPOMY
CHUXEHMIO PyHKUMKM JIHK [29], 4TO MOXKeT ObiTb 06bSCHE-
HO KaK HenocpeacTtBeHHO BO3AENCTBMEM TpPabEKYNAPHOro
CNosi MMOKapAa Ha KOHTPaKTWU/bHYIO QYHKUMIO cepaua, TaK
M TEXHUYECKMMMU OCOBEHHOCTAMM onpegeneHus dpakumm
M3rHaHuns JIXK npu noBbIWEHHOW TpabeKynsapHOCTU MUOKap-
na. B Hawewm wnccnegoBaHuu cooTHoweHne HK/K He Baunsano
HW Ha pasmepbl JIXK B 06e ¢asbl cepaeyvyHoro uuKna, Hu
Ha ¢paKuuio BblOpOCca, U3MEPEHHbIE B MEPBYO rocnura-
nmn3auyuto. Cxoxue pesynbTaTbl 06 OTCYTCTBUU Koppensumu
Mexay cooTHoweHneMm HK/K n dpakunen marHaHus 6biim
npoaeMoHcTpupoBaHbl E.H. ApxunoBon Ha 18 nauueHTax
C HEKOMMaKTHbIM MHoKapaoM [30]. CTaTUCTUYECKMIA aHanns,
NPOBEAEHHbI HaMK, HEe MOKa3an CBA3W XapaKTEePUCTUK
HEKOMMAaKTHOro Cnosi MMOKapAa C PUCKOM HaCTymnfeHus
feTanbHOro uexoaa.

Bo3MOXXHO, NOAOGHbIE PACXOXAEHUS CYLLECTBYHOLLMX
nccnegoBaHU MOryT 6biTb O6bSICHEHbI MPEAnoSIoKEHUEM
L.Yin [31]. ABTOp CYMTaET, 4TO MPOTUBOPEYMBOCTb AaAHHbIX
O MPOTrHOCTUYECKOW PONMN XapaKTEPUCTUK HEKOMMAKTHOro
CNnosi MMOKapAa YKasblBAeT Ha TO, Y4TO CUCTONMYECKas [ucC-
GYHKUMSA JIK 3aBUCUT HE TONBKO OT YMCa U PaCroNOKEHUS
HEKOMMaKTHbIX CErMEHTOB, HO 60/iee TECHO CBfA3aHa C Tsxe-
CTbl0 ¥ KOHKPETHbIM PacnonioXeHMEM aHOMaNbHOM MUOKap-
OWanbHOM apXUTEKTOHMKMU, a TaKKe 3NeKTpoMexaHWYecKowm
aKTMBaLMeN B KaXKaoM BOB/IEYEHHOM CErmMeHTe.

OOHUM M3 XapaKTEepHbIX OCNOXXHEHWM HEKOMMaKTHOro
MWOKapaa BO B3pOCAOK NONynsaumnn aBAgoTcs TPOMO603IM60-
JINYECKMNE cOoCTOAHMUSA [32], pere OHW BCTpeYaloTcs B neau-
aTpuyeckux uccnegoBaHusx [26, 33]. Yactota TpoM6030B

UCTOYHUK ®PUHAHCUPOBAHUA
He ykasaH.

KOH®JIMKT UHTEPECOB

B HalleM uccnegoBaHuK 6bina BbiICOKA M cocTtaBuna 16,7%
(n = 8). KaK CHMXKeHWe CUCTONNYECKON DYHKLMK cepaua, TaK
W paclwmpeHne ero NoaocTen Npu KapagMomMmonaTusax NpmBeo-
[T K 3amMefneHnto KPOBOTOKa B cepfLe, a TakkKe B nepu-
depnyecKnx cocygax, 4YTo ABASETCS MOLWHbIM (GaKToOpoMm,
npeapacnonarawmm K GopmmpoBaHmio TpomM60B. Ha peo-
JIOTUYECKUX CBOMCTBaxX KPOBU CKa3blBaloTCH aKTUBaLMUA HER-
PO3HAOKPUHHBIX (DaKTOPOB, XPOHUYECKUMN OKCUAATUBHbIN
CTPecc 1 NpoBoCnanuTe/ibHble UIBMEHEHUS, OTMEYEHHbIE NPKU
XPOHMYECKOM cepaeyHon HegocTaTovyHoCcTH [34]. BblABUMHYTO
NPeAMNoNOXKeHME O TOM, YTO MPU HEKOMMNAKTHOM MWOKapae
K TPOoM6O03y MOXET LOMONHUTENbHO NnpegpacnonaraTtb Typ-
OYNEeHTHbIM MOTOK KPOBM U y4aCTKM 3aCTOsl KPOBM B XKeny-
[Oo4YKax, 06yCnoB/EHHbIE MATO/IOMMYECKUMKU TpabeKynamu
[22]. OgHaKo Mbl He OBHapyXWIW CBA3WM MaKCUMaNbHOro
cooTHoweHus HK/K, a TakKe 4ncna 3aTpoHYTbIX CErMEHTOB
C PUCKOM Pa3BUTUS TPOMOOTUYECKUX OC/TOKHEHWUN.

OrpaHU4eHuUsa UcciefoBaHuUA

B uccnepoBaHune BKIOYANUM OTHOCUTENBHO TSXKENbIX
nauneHToB, rOCMUTaNN3UMPOBaAHHbIX B LIEHTPann30BaHHbIN
cneunanmM3anpoBaHHbIi CTauMoHap, YTO MO0 MOBAUATHL
Ha OLEHKY pUCKa NeTasbHOro Mcxoda W nepeyeHb BbISIB-
JIEHHbIX PaAKTOPOB pPUCKa ero HactynneHus. Mpun aTom Teve-
HWE HEKOMMAKTHOro MUOKapda C HOpManbHOW (YHKUMEWN
cepaua, a TakXKe C runepTpoPUYECKUM U PECTPUKTUBHbLIM
deHOTMMaMN He SBASNOCb MPEeAMETOM W3YyYeHWs B [aH-
Hon pab6ote. CneayeT NoAYEPKHYTb OTCYTCTBME KOHCEHCyca
B OTHOLIEHUN AMArHOCTUHECKMUX KPUTEPUEB HEKOMMAKTHOMO
MWOKapga. o 3ToW npuyMHE naTonorus, aHanusupyemas
B Pa3/IMYHbIX UCCNEA0BaHMUSAX, MOXKET OblTb MICTOYHUKOM pas-
JINYHbIX BbIBOAOB 06 Mcxodax 60/1e3HM Y AeTeN C HEKOMMNaKT-
HbIM MUOKapaoM.

3AK/IOYEHUE

Mopdonornyeckas KaptTuHa TpabeKynspHOCTU MUOKap-
[a npeacrtaBnseT cobon cnekTp MopdonorMyeckux npusHa-
KOB — OT MeNIKMX TpabeKyn A0 BbIpaxKEHHOro HEKOMMNAaKTHO-
ro MMoKapaa. Hamu He nMoaTBEepPXKAEHO MPOrHOCTUYECKOrO
3HayeHus BennymHbol HK/K, a TakKe 4yncna HEKOMMNAaKTHbIX
CEerMeHTOB MMWOKapAa B OTHOLEHWWU NeTanbHbIX UCXOLOB Yy
feten ¢ gunataumoHHbIM GEHOTUMNOM HEKOMMAKTHOro MMO-
Kapga. He o6Hapy»eHo 1 cBA3u cooTHoweHus HK/K 1 ymcna
CErMeHTOB C HEKOMMAKTHbIM MUOKapPAOM C PUCKOM TPOMGO-
06pa3oBaHnsd, NO3TOMY AaHHbIe NMOKa3aTenn He MOryT OblTb
MCMONb30BaHbl MPU PELIEHUU BOMpoca O HeobXxoAMMOCTH
Ha3HayeHus NPOTMBOCBEPTbIBatOLEN Tepanun. MexaHuam,
NeallMi B OCHOBE OGHapyXKMBaeMbIX NPU HEKOMMAKTHOM
MWOKapae TPOMOOTUYECKUX OCNOKHEHWN, TPEBYET AanbHEN-
LWEero U3y4yeHus.

ABTOPbI JaHHOM CTaTbM NOATBEPAMIM OTCYTCTBUE KOHDIMKTA MHTEPECOB, O KOTOPOM HEOBXOAUMO COOBLMUTD.
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