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BAPUAHTA JUWJIATAIIMOHHOM KAPTUOMUOINIATUU Y JETEM

Annomayun. Taocecmv cocmoswus npu  HKMII, nomumo xnaccuueckux
NPUZHAKO8 Heo0CmamoyHocmu Kp080oOpawenusl, onpeoensiemcsi u
8bIPACEHHOCbIO Hapyulenuil pumma cepoya. Haubonee crnodxxcuvimu 6 niaame
NPOCHO3a ABNAEMCS NAMON02USL NPOBOOAWel cucmemvl cepoya, cpeou KOmopou
ocoboe mecmo  3aHumaem  Opaduapummus — (bpaduxapous). J[numenvHo
cywecmgyrowas y pebénxka abdo2o eospacma oOpaouapummus (bpaouxapous)
cnocobcmeyem pazeuUmMuio  8MOPUYHOU  APUMMOSEHHOU KAPOUOMUONAMUU  C
pacuiuperuem noiocmet U HapyuleHusMu 8 nepgyro oyepedb OUACmoIu4ecKol, a

3amem U CUCMOJIUYECKOU e20 qbyHKuuu
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CLINICAL-INSTRUMENTAL ASSESSMENT OF THE BRADISE-VARIANT
VARIANT OF DILATED CARDIOMYOPATHY IN CHILDREN
Annotation. The severity of the condition in DCM, in addition to the classic signs
of circulatory failure, is also determined by the severity of heart rhythm
disturbances. The most difficult in terms of prognosis is the pathology of the
cardiac conduction system, among which bradyarrhythmia (bradycardia) occupies
a special place. Bradyarrhythmia (bradycardia), which exists for a long time in a
child of any age, contributes to the development of secondary arrhythmogenic
cardiomyopathy with expansion of cavities and disorders, first of all, of diastolic,
and then of its systolic function.
Key words: children, dilated cardiomyopathy, bradyarrhythmia, atrioventricular
block, sinus node, ECG.
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AKTYaJIbHOCTb. B pabotax, OMyOJMKOBaHHBIX B neyaTH,
MPEUMYIIECTBEHHO HAXOMST OTPAXKEHUE BOIMPOCHI AUATHOCTHUKA U JICUCHUS
JOUIaTalioHHbIX Kapauomuonatuii (JJKMII) y B3pociasix. (2,3). Bmecre ¢ Tem,
JIKMII — ogna u3 Hanbosee pacripocTpaHEHHBIX (GOPM KapAUOMUOTIATHI, KOTOpas
BCTpeYaeTcss B JIOOOM Bo3pacTe, B TOM uucie u y neredl.  HeoOxoammocTh
neranbHOro m3ydeHus: npodsemsl JIKMII y nereit cBs3aHa ¢ TpyAaHOCTSIMU €&
JTUArHOCTHKH, 0COOCHHO Ha PaHHHWX 3Tanax pa3BUTHA 3aboseBanus. (2,3,5).

Hecmotpst Ha GombIoi 00BEM MPOBEEHHBIX MCCIAEAOBAHUN B IMOCIEIHUC
rombl mpobsieMbl 3THONOTHYecKoro xapaktepa JIKMII y nmereir ocrarorcs
MUKyTa0elbHbl. MHOTHE ucCae0BaTeNu MPUICPKUBAIOTCS MOIUITUOTIOTHYECKOM
TUIOTE3bl MPOUCXOXKIACHUS 3a00J€BaHUsS — OINHUCAHO JOCTaTOYHO CIIy4acB
pasButua [IKMII y nereil, ABAAOMIENCS KOHEYHBIM PE3YIBTATOM DPa3JIMYHBIX
aTOJOTHYeCKuit mpoueccos. (3,7,8).

JKMII He uMeeT MaTOrHOMUYHBIX KIMHUYECKHX M MOPQOIOTHYECKUX
npu3HakoB. HecMoTpst Ha O60JbII0I apceHan METOI0OB OLIEHKH TeMOJIMHAMUYECKUX
HapylIeHUH, 10 CUX MOp OTCYTCTBYIOT YETKUE JIUATHOCTUYECKUE KPUTEPUU ITOU
0oJie3HU,  TO3BOJIAIONIME  CBOCBPEMEHHO  Ha3HayaThb  MaTOT€HETHYECKHU
obocHoBanHOe JeueHwue. (1,6,10).

Tsoxkects coctostaua npu  JKMII, momumo KiacCMYeCKHX ITPU3HAKOB
HEJIOCTATOYHOCTH  KPOBOOOpAIIICHUS,  OMNpEAesieTcs U BBIPAKEHHOCTHIO
HapylIeHU! puTMa ceplla. APUTMHM CEpJlla 3HAYUTEIbHO OTATONIAIOT TEYEHUE
JAKIIM, sBIgsCh YacThiM OCJOKHEHHEM UM BAXHBIM  IPOTHOCTUYECKAM
moKasaTesieM JaHHoro 3aboieBanus. (1,4,6)

UccnenoBanusi mMexaHu3MoB (OpMUPOBaHHS HapyIICHUNW pUTMA Cepla
OCTAalOTCSl OJHUM M3 HamOoJiee aKTyaJbHBIX BOIMPOCOB JETCKOHW apUTMOJIOTHUHU.
Aputmun BCIICJCTBUE HAPYIMIEHUHA HOPMAIBHOTO  (PYHKIIMOHUPOBAHUS
CUHYCOBOT'O M aTPUOBEHTPHUKYJISIPHOTO COSAMHEHUS SBJISFOTCS TOJIUMOP(GHBIMU TI0

KIIMHU4EeCKOM cuMmntoMatuky U DKI' nmposBIieHUsIMU U TPYIHBIMHU B JUATHOCTHKE.

(1,4,10).
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Hawnlosee c10KHBIMU B TJIaHE TTPOTHO3a SIBIISICTCS MATOJIOTHS TIPOBOISIIICH
CUCTEMBI CEpAIla, CpPeau KOTOpOH 0co00e€ MECTO 3aHMMaeT OpaguapuTMHUS
(Opamukapausi), OCHOBHBIM TIPU3HAKOM KOTOPOM  SIBJISICTCS  3aMeJICHHBIN
CepACYHBIN PUTM, BILIOTH JIO €T0 OCTAHOBKH. (6)

JlnuTensHO CyliecTBylomas y peOdéHka Jro00oro Bo3pacta OpaauapuTMUS
(bpamukapaus) CIIOCOOCTBYET  Pa3BUTHIO  BTOPUYHOM apUTMOTCHHOM
KapJMOMHOIIATHH, TIPOSIBJICHUEM KOTOPOH SIBIIIETCS PEMOICITMPOBAHNE MHOKap/a
C pacIIMpeHHEM MOJOCTEH U HAPYIICHUSIMU B TIEPBYIO OYepeb JUACTOIMYECKOH, a
3aTeM U CHCTOJIMYEeCKO ero pyukmuu. (4,5,6).

PacnpocTpaHeHHOCTh CHHYCOBOW OpaguapuTMuu (Opaaukapauu) y AeTei
HE OIpEeNieHa, YTO MOXKET OBITh OOYCIOBJICHO JUIUTEIbHBIM OE€CCUMITOMHBIM
teueHueM. Hepeako cuHycoBast Opaaukapavs W aTPUOBEHTPUKYIISPHBIC OJOKAIBI
BBISIBIIIIOTCSL  CIIydyalHO BO BpeMst OOCIE[OBaHHUS IO TOBOAY Pa3IMYHBIX
coMmatudeckux 3aboneBanuii. (1,4,6).

B mocnegHue roasl M3MEHWIOCh MHEHHE O 0O€30MacHOCTH OpaauapuTMUi
(Opamukapamii), Tak Kak JJUATEIbHOE, MaJJOCUMIITOMHOE WJIM OECCHMIITOMHOE
TEUCHUE MOXET TPUBECTH K M3MCHCHHIO MOPQOIOTHICCKON CTPYKTYPHI
CEplIEYHBIX KaMep, a MMEHHO K JWIaTallid W, B TEPBYIO OYepe/ib, JIEBOTO
xenymouka. (5,6).

B cBsa3u ¢ atEM, mepeq Hamu OblIa TIOCTABJICHA I€JIb: TIPEACTaBUTH
KJIIMHUKO-UHCTPYMEHTAJIHYIO OIICHKY TEUeHHs] OpaJu3aBUCUMOTO BapUaHTa
JAKMII y nereit.

Pe3yabTarbl. OOcnenoBaHue JeTeld MPOBOAMIOCH Ha 0aze 001acTHOTO
JIETCKOTO  MHOTOINPO(MIBHOTO MEIUIIMHCKOTO IIeHTpa Topojaa AHJIWKaHA
(pecniybnuka Y30ekucTaH) B OTACICHUU KapauopeBMarojioruu. B obcnenoBanue
BKJIIOYEHO 86 aeTeil ¢ moarBepkiaeHHbIM auarHo3zom JIKMII, u3 xotopeix 20
nereid — ¢ Opamm3aBUCUMBIM BapuwaHToM. Jlmarnoctuka JIKMII ocHoBana Ha
aHAMHECTUYCCKUX  JaHHBIX,  pe3yjbTaTaX  KIMHUYCCKOTO  OCMOTpa M
uHcTpyMeHTanbHbIX JaHHbIX — OKI, CM 3KI, Oxo KI' u pentrenorpadus

rpyaHon knetku. JIKMII nuarnoctupoBanack NpH HadW4YUM KapAHMOMETAJINH,
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OOyCNIOBJIGHHOM JAMjaTalliel JIEBOrO IKEIyAO4YKa WM OHBEHTPUKYISIPHOM
TUIaTaiy, TP HE3HAYUTENIbHOW TUNEepTpohur MHUOKapJa W HOPMAJIBHOW WA
CHU)KEHHOM  CUCTOJIMYECKOM  (QYHKIMU JieBoro kemyaouka. CuHycoBas
OpanukapAusi HaMM JAUarHOCTHPOBANIACH, €CJIM YacTOTa CEPJCYHBIX COKpalleHUMN
HaxXOoJMJach HIDKE IOPOroBOoro ypoBHs Ooznee, yeM Ha 5% OT BO3pacTHBIX
HOPMATHUBOB.

BospactHo#t nuana3zoH gereir ¢ OpaamzaBucumoit dopmoit JTKMII
cocTaBmJI 7-16 JIeT, TP YeM 0 MOJIOBOMY NpU3HAKy mpeodiananu neBouku (65%
npoTuB 35% MaJbYUKOB).

Jern ¢ nmepBuuHOM rocnutanuszanuen cocraBunu 40%; ¢ asyms — 35% u
OCTaJIbHBIE JIETU B aHAMHE3€ UMeNH 3 U 00Jiee ToCuTaIn3aluu.

[lockonbKy  OCTalOTCS  AMCKYTaOEIbHBIMHM  BONPOCH O  BIIUSAHHUH
HEOJIAronmpusITHOTO TEUEHUS T[EePUHATAIBLHOTO TEepHoJla Ha  CTAHOBJICHUE
CEpPACYHOr0 pHUTMA, HAMH TPOBEAEH aHalyW3 JTOr0 Iepuoja B Tpynme
oOclieToBaHHBIX JieTel. 3 aHamMHe3a, MOJy4eHHOro B XOJA€ Oeceibl C MaTepsMH,
HaMH YCTAHOBJICHO, YTO Y BCEX JKCHIIMH HMMEJIO MECTO OCIOXKHEHHOE TEYEHUE
OEpeMEHHOCTH U POJIOB. Y BCEX MaTepeil OepeMEHHOCTh MpoTekana Ha (oHe
anemun (100%), c yrpozoit mnpepwsiBanus — 60%, c deromnaneHTapHON
HesocTaTouHOCThIO — 20%, ¢ recto3oM — 20%. Bce JKeHIMMHBI OTMEYalll 4acThIe
pecrupaTopHbie BUPYCHbIE MH(PEKIIUU BO BpeMsi OEPEMEHHOCTH, Y TPEX KEHIIUH C
OCJIO)KHEHHEM (ITHEBMOHHS), 10 MOBOJY KOTOPOTO OHU TOJyYalld CTAIlMOHAPHOE
JICYECHHUE.

VY 6-Tu KEHIIUH POJIbI MPEXKIECBPEMEHHBIC, Y 9-TH - CO CIIa0OCTHIO POIOBOM
JEATEIIbBHOCTH U Y 4-X — C PAHHUM OTXOXKJEHHUEM OKOJIOTUIOJHBIX BOJ. Y OJHOM
YKEHILUHBI POJIOPA3PEIICHUE MyTeM XUPYPrUYecKOro BMeEIIAaTeNbCcTBa (omeparius
KECapeBOI0 CEUCHHSI).

N3 uucna obcnenoBannbix: 9 pereit (45%) poauiuch MajlOBECHBIMH, HO
JIOHOIICHHBIMHU; 3 JETe PpOXKICHBbI TMPEKIACBPEMEHHO. Y BCEX JETEH IMOCIe
POKJIEHUsI JAUArHOCTUPOBaHA ac(UKCHS pa3HOM CTENEHH TSKECTH, y 7 HeTer

(35%) BcnencTBue OOBUTHUS ITYTIOBUHBI.

"IkoHomuka u coumym" Ned(83) 2021 WWW.iupr.ru



XapakTepusys COCTOSTHUE 37I0pOBbsi 00cienoBannbix aerei ¢ JIKMII namu
YCTaHOBJIEHO, YTO Y BCEX OTMEUAINCh YaCThIE OCTPbIE PECHUPATOPHBIE BUPYCHBIE
MH(DEKIMU ¢ HEOJHOKpATHOM rocnutaiusaiueit, 3-e agereir (15%) B paHHeM
BO3pacTe MEPEHECTN KOPh, 4 pedenka (20%) BeTpsiHytO ocIy.

[Ipy mocTymieHUH B CTallMOHAp y 3-X AETEH COCTOSHHUE OLEHHBAJIOCh Kak
TSDKEJIO€, y OCTalbHBIX — CpelHed TsxkecTH. Y 4-X jaerel ¢ NEepBUYHOU
rocnuTaM3aleil  JaHHoe  3a00JeBaHUME  BBIABWIOCH  CIIy4ailHO,  IpH
npoduiiakTuaeckoM ocMoTpe. Hanmuuue OpaavikapaAuu U CUCTOJIUYECKOTO IIyMa
Ha BEPXYIIKE SBUJIOCH MIPUYUHON JajdbHEHIero o0ciae10BaHusl.

Benymeii xano0oit Bcex aereit ¢ OpamuzaBucumoirt dopmoit JIKMII no
MOCTYIJICHUSI Ha CTallMOHApHOE JIEYEeHUE SIBUJIACh CIa0OCTh, C TEHJEHIMEH K
HapacTaHuto. Kpome Toro, y Bcex neTed MMesa MECTO IIoXas MEepPEeHOCUMOCTh
bu3nYecKoil Harpy3Ku, Tak Kak 3TO COMPOBOXKAAIOCH MOSIBJICHUEM OJIBIIIKU. Y 4-X
nereir (20%) B Bo3pacTHOM juamna3zoHe 14-16  JeT OTMEUYaluCh YacThIe
TOJIOBOKPYKEHHSI M SKBUBAJICHThI CUHKOMAJILHOIO cocTosiHus. Hepenkumu Obuin
#ano0sl (30%) Ha YyBCTBO HEXBATKH BO3]lyXa, OCOOCHHO B BEUEpHEE BpeMsl WU
nociae (PU3NYECKOM AaKTUBHOCTU.  J[aHHBIE CHUMOTOMBI MOXKHO OOBSCHUTH
HAJIMYMEM YMEPEHHBIX HapYIIEHUH 11epeOpaibHOTO KPOBOTOKA, OCOOCHHO Y JeTei
C IJTUTEIBHBIM T€UEHUEM OpaguapuTMun (OpaauKapaun).

OOBEKTUBHBIA OCMOTP BBISIBUJI BBIPAXKEHHYIO OJIETHOCTh KOKHBIX TOKPOBOB
(100%), pazmuroi BepxymieuHblii Tom4oK (100%) ¥ CHCTOIMYECKUW IIyMm
pa3IMYHONM WHTEHCHUBHOCTH, BBICIYIIMBAaEMbIH Ha BEpXYIIKE W HAa OCHOBaHUU
cepaua. ['enatomeranus (+2 - +4 cMm) BbIsIBI€HA y JAE€TEH, COCTOSSHUE KOTOPBIX MPU
MOCTYIUICHUU OLIEHUBAJIOCH KaK TSHKENOE.

Cpennue nokaszaTenu 4acTtoThl cepaeunbix cokpauieHuit (HCC) y nereit 7-
10 et cocraBunm 72-78 ynapoB B MUHYTY; y feteil 11-16 net — 64-70 ynapoB B
MUHYTY.

OYHKIIMOHAIBHOE COCTOSIHUE CEPJIEYHO-COCYAUCTON CUCTEMBI OI[EHUBAJIOCH
c mnomompto OKIT m OxoKI. Ha OKI' y Bcex oOcimenoBaHHBIX JeTei

peructpupoBanack Opaaukapausa (3HadeHus R-R= 0,96 ¢ — 0,78 ¢) u HapyuieHus
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MPOBOJIMMOCTH, HO OCHOBHBIM BOJHTEIIEM PUTMA CEPJACYHBIX COKpaIIeHUI
OCTaBaJICS CUHYCOBBIN y3€ll.

Hapyiienuss BHYTpHUIKETYTOUKOBOM MPOBOJUMOCTH MMEIH MECTO Yy BCEX
oOcnenyeMbIx nerei ¢ Opammaputmusmu (Opamaukapaueit). OqauM u3 Hambosee
yacto peructpupyembix Ha OKI HapymeHuil mOpoBOAUMOCTH  SIBUJACh
aTpUOBEHTpUKYJsipHas Onokazna | crenenu (11 pereit — 55%). Cpeanue 3nayeHus
npoaospkuTenbHocTH nHTepBasia P-Q 0,20 ¢ — 0,22 ¢ umenu aetu 7-10 net u
0,24 c-0,26 ¢ netn 11-16 ner.

Henonuast atpuoBeHTpukynspHas Onokaga |l cremenm |l Tuna
3apeructpupoBana Ha OKI' y 4-x nereit (20%) 14-16 ner. OcHoBanueMm [Jisi
MOCTAHOBKM JIaHHOTO HAPYIICHUS TPOBOJUMOCTH SIBHJIOCH OECHOpsI0YHOE
BEITIQZICHUE JKEITYJ0UYKOBOTO KoMIuiekca QRS B Buje MIMHHOM Tay3bl TIOCIe 3y0Iia
P npu ynnuHeHHOM, HO C OJMHAKOBOW MPOJOJDKUTEIHLHOCTHIO MHTEepBasia P-Q.
JlaHHBIM THUI aTPUOBEHTPUKYIApHON Osokansl |l cTemeHn HaMu OTHECEHBI K
TUCTATHPHOMY THUIy, W3-3a Hajauums JIe(OPMUPOBAHHOTO W PACHIMPEHHOTO
komruiekca QRS (0,11 ¢ — 0,13 ¢).

VY 3-x gereit (15%) 3apeructpupoBaH CUHAPOM CUHYCOBOTO y3ia | Thma, Tak
Kak Tpu GU3HYECKON HArpy3Ke y 3TUX JIeTel HaOII01a]I0Ch aIeKBATHOE yUallleHUe
UCC. ¥V 2-x pereit (10%) BHYTpHXeTyJAOUYKOBBIE HapyIICHUS TMPOBEICHUS
UMITyJIbCa TPOSIBUJIUCh HEMOJIHOM OJIOKagoil mpaBodM HOXKM Tydka [ucca,
XapaKkTEepHU3yIOMIecsl paciieruieHneM 3yOria R B mpaBbIX TpeKapaualibHBIX
OTBEACHHIX U TTPpoaospKkuTeasHOCTRI0O QRS 0,08 ¢ — 0,10 c.

I[To gpmamaeiM  OxmwKDT  jgume y  2-x  geret  (10%) oTMmeuanack
OMBEHTPUKYJIApHAs JAUJIATAIMS, Y OCTAIbHBIX U30JIMPOBAHHAS AUMIIATAIINS JIEBOTO
xKemynouka. [IpakTHdecku y BceX JeTeld OTMEYaoCh TOBBIIICHUE KOHEYHOTO
nuactonnyeckoro pasmepa (KJ[P) neBoro xemymouka C pa3HOH CTENEHBIO
BBIpakeHHOCTH. Hambomnbimme nmokaszarenu umenn aetu (20%) ¢ JIMTEIbHOCTHIO

3aboneBanust 6osee 5 ser (5,6 MM — 6 MM), HO C COXpPaHEHHOW CHUCTOJIUYECKOU

byukuueit (PB = 58% - 64%).
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[locne mnomyyeHus corjacusi OT pojauTened Juib gersMm 12-16 njer
MpOoBEeJEHO cyTouHOe MOoHUTOpUpoBanue DKI'. V3 mosydyeHHbIX pe3ybTaTOB HAMU
YCTAHOBJICHO, 4YTO CPEAHSS YacTOTa CEPACYHBIX COKpAIICHUH B TEYEHUH JHS
COOTBETCTBOBaJia 65-75 ynmapoB B MUHYTYy; HOuYbl0o — 42-54 ynapa B MHUHYTY.
MakcumanbHasi 4acToTa CepACYHbIX CcOKpameHuid — 92-98 ynapoB MUHYTY,
muHuManbHasg — 40-44 ynapa B Munyty. [Ipo1o/KUTENbHOCTE CEpICYHOTO PUTMA
B cpeanem cocraBmiia 2200-2600 mc.

C wmenpro J0Ka3aTeNbCTBA KapAHOMETalIMU, IOCJE PEHTTEHOJIOTHYECKOTo
oOcieoBaHus TPYIHOM KJIETKH, HAMH PACCUUTAH KapAWOTOPAaKaIbHBINA WHICKC,
KOTOPBIN pacroaraics B quamna3one 58-66%.

3aknoyenue. TakuM o00pa3oM, HaMU YCTAHOBJIEHO, 4YTO JJIMTENIBHO
cyliecTBytomas Opaauaputmus (Opagukapausi) MNOPUBOIUT K  AWIaTaIldu
IIPEUMYILECTBEHHO JIEBOTO XKEIYA0UYKa, K YBEIIMUYEHNUIO KOHEYHO-IUACTOINYECKOTO
pa3Mepa, HO ¢ COXpaHEHHON COKPAaTUTENIbHON (PYHKIIMEH MUOKap/a.

Hapymienus IPOBOJIUMOCTH, B OCHOBHOM, MIPE/ICTABIICHBI
aTpUOBEHTPUKYJIsIpHOU Ookanoi | - Il crenenu.

JleTn ¢ aTpUOBEHTPUKYJSIPHON OJIOKaJONW JOJDKHBI OBITh BKJIIOUEHBI B
Ipyniy pHucKa, TpeOyrollue IUHAMUYECKOro HaOMIOACHUS Y KapJauoJora, C
oOsi3atenbHbIM U peryisapHbiM OKI' KOHTposieM ¢ 1elibl0 CBOEBPEMEHHOI'O
BBISIBJICHUS U MTPEAOTBPALIEHUS pPa3BUTHSA KU3HEYTPOKAEMbIX HAPYILICHU PUTMA.
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