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T'uneprpoduyeckas KapaMOMHONATHA B JETCKOI NMPaKTHKe ABJISETCA OJHUM U3 PACIPOCTPAHEHHBIX
3a00JIeBaHUIl CepAeYHONl MBIIIIbI. 3a00/IeBaHNe IIUTEIHHOE BPeMs MOKET MPOTEeKaTh 0eCCHMIITOM-
HO, ¥ BHE3aITHAs CMEPTHh MOKET CTaTh €ro IePBHIM U eJUHCTBEHHBIM IIPOABIeHNeM. B coBpeMeHHBIX
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IIPEeCTABIEHNAX O KIMHHUYECKHUX 0COOEHHOCTSIX U TUATHOCTHKE KapAUOMHONATHH 0c000e BHUMAaHHE
yaeJsieTcs MCIOJIb30BAHUIO IIPH JaHHOM JUATHO3€ HEMHBA3WBHBIX METOI0B, a TaKKe OMOXMMUYe-
CKHX IIOKa3aTejieil, Bepu(MuMpyonHX BO3MOKHOE PAa3BUTHE APUTMOTeHHOH TUCHYHKIMU U peMo-
JeJIUPOBAHUS MHOKapaa. AHAIN3 TPAHCMYPAJbHON qUCHepCcHN Ha (DOHe MPOBEAEeHNs CTPECC-TecTa ¢
XO3UPOBAHHOM (PU3UUYECKON HATPY3KOM, a TAK/Ke BBIABJIEHNE YPOBHS KOHIEHTPAIUM IIPEICEePIHOrO
HaTpuyperndyeckoro nentuaa B miaazme (ANP) npu nanHoMm 3a60jieBaHMU B COBPEMEHHOI JEeTCKOI
KapIUOJIOTUH CTAaHOBATCS Bce 0oJjiee MOMYJIAPHBIMH B KauecTBe KPUTEPHEB JJIEKTPHYECKON HecTa-
OMJIBHOCTH MUOKapIa.

Knrwoueeste cnosa: demu, zunepmpoguieckas kapouomuonamus, npedcepOuuvlii HaMpuypemuiecKuil
nenmud, mpancmypanivras ducnepcus, cmpecc-mecm ¢ 003upo8arHHOl Pu3uLecKoll Hazpy3Koil, dNekK-
mpuyeckas HecmabulbHOCMb MUOKapoa.

Hypertrophic cardiomyopathy in pediatric practice is one of the common diseases of the heart
muscle. This disease can run asymptomatically for a long time, and sudden death may be its first
and only manifestation. In the current understanding of the clinical features and diagnosis of
cardiomyopathy it is important to use non-invasive methods of diagnostics and to estimate bio-
chemical parameters in order to verify the possible development of arrhythmogenic dysfunction and
myocardial remodeling. The analysis of transmural dispersion on the background of the stress test
with exercise stress, as well as identifying the level of concentration of atrial natriuretic peptide in
plasma (ANP) in this disease in modern pediatric cardiology are becoming increasingly popular as a
criteria for myocardial electrical instability.

Key words: children, hypertrophic cardiomyopathy, atrial natriuretic peptide, transmural dispersion,
stress test with exercise stress, myocardial electric instability.
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T'unieprpoduueckas kapauomuonatus (I'KMII)
— reHeTHUYEeCKoe 3a0ojieBaHUEe MUOKAapaa, Xapak-
TepU3yIoIleecs MaCCHUBHOUW TuiepTpodueii JeBOro
JKeJIyIOUYKa ¢ 00s13aTe/IbHBIM BOBJIEUEHEM MerKiKe-
JyIOUYKOBOM meperopoaku [1, 2]. B meTckoii mpak-
tuke 'KMII 3anumaer tugupyroIliee MecTo II0 pac-
IPOCTPAaHEHHOCTU cpeau 3a00JeBaHUU CcepraedHOoun
MBIIIIIBI ¥ OTHOCUTCSA K HamboJjiee omacHoi (opme
KapauomuomnaTtuii [1]. B reuenue qimuTeabHOTO Bpe-
menu I'KMII mo:ker mporexkaTh 0O€CCHMITOMHO U
HepeaKO BHe3alHas cepAedHas CMepPTb SBJIAETCS
eIMHCTBEHHBIM KJIWHUYECKUM MIPOSBJIEHUEM [TaH-
HOro 3aboseBanus [3].

T'uneprpodus Mmuokapaa croco6CTBYeT pasBU-
THUIO0 HEeTOMOTEHHOCTU IIPOIeCCOB Jie- U PEeIoJIsIPu-
3alMUY, BOSHMKHOBEHUIO 3JIEKTPUUECKOH HecTa-
OMJIBHOCTH MHOKapja, KOTopasi B CBOIO Ouepenb
MOJKET CIIPOBOIIMPOBATE KeJTYJO0UKOBbIEe apUTMUNU
[4]. PactiosHATh CKPBITHIE HAPYIIIEHUA CEPAEUHOTO
puTMa HauboJiee TOUHO IT03BOJISAIOT 3JIeKTPOPU3LO-
JIOTUYECKIUe UCCJIeI0OBAHUSA, OJHAKO, YUUTHIBAA UX
MHBa3UBHOCTb, OTHOCUTEJIHHO BEICOKYIO CTOMMOCTD
uccael0BaHUS, IIINPOKOE HCIIOJIb30BaHME AAHHBIX
MEeTOAUK AJsA HAeHTU(GUKAIIUU JUI[ C BBICOKUM
PHUCKOM BHE3aIHOU cepAeduHoil CMepTH, OTpaHuve-
HO. [{ucnepcusa npousBoaHbIX nHTepBaia QT aBia-
eTcs OJHUM U3 HeMHBA3UBHBIX KPUTEPHUEB OIeHKU
3JEeKTPUYECKON HecTabuabHOCTU MUOKapaa [5—9].

Hzmepenue TpaHCMypaJbHON AUCIEPCUU PETOo-
Adgpu3anuu Ha (PoHe MO3WPOBAHHOM (PpH3UUECKOU
HArpy3KU MOXKET ObITh MCIOJb30BAHO [JIA UAEHTHU-
buKamuy JUl ¢ BBICOKUM PUCKOM Pa3BUTUSA JKU3-
HEeyTrpOKaIUX apuTMHUii, B 0COOEHHOCTU Cpenu
6onpabIXx 'KMII [10-14]. TKMII xapaxkTepusyercsa
He TOJbKO TumepTpodueii, HO U PeMOIeINPOBAHU-
eM TOoJIOCTell cepalla, OMOXUMUUYECKUM KPUTEPUeM
KOTOPOT0 SIBJIAETCS OIIpe/ie/ieHre YPOBHS IIPecep-
HOro HaTpuyperudeckoro nentuna (ANP) B nmiazme
[15-17].

Ho HacTosIero BpeMeHW HCCJIeIOBAHUA IIO
COIIOCTABJIEHUIO TOKas3aTejiell SJIEeKTPUUYECKON
HEeCTabUJIbHOCTU MUOKAPAA U YPOBHSA IPEACEPIHOTO
HaTpuypeTuuecKkoro mnenruga B maasme mpu 'KMII
OTCYTCTBYIOT.

ITenpr — olleHKa B3aMMOCBS3U YPOBHS IIpe.-
cepaHoro Hartpuypermueckoro mnentuzpa (ANP) B
mjIasMe ¢ JUHAMUKOM IOKasaTejell TpaHCMYypaJb-
HOU [MCIepCUM Peroisapusanuu Ha (GpoHe TpeaMuI-
TeCTUPOBAHUA y JeTell ¢ OOCTPYKTHUBHON W HeoO0-
crpykruBHO 'KMII.

MaTepnaJIm M MEeTOabI MCCJIEeTOBAHUSA

Betu obcimemoBaHbl 25 meTeit B Bo3pacTe OT
14 mo 17 ner (cpemuuii Bospact 15,7+2,2 roxga) c
T'KMII. KouTpoabuyio rpynny coctaBuau 20 mpak-
TUUYECKU 3J0POBBIX JeTell aHAJIOTUUYHOI BO3PaCTHOM
Kareropuu (cpeguuii Bospact 15,1+1,6 roxga).

HpOBeZ[eHO Q)YHKHI/IOHEUILHO',Z[I/IaI‘HOCTI/I‘IeCRoe n
Jla6opaTopHoe o6cne,u;013aH1/Ie: CTaHOapTHadA J3JIEKTPOKap-
nuorpadusa B IIOKOE, 3XOKapauorpadus, CyToOUHOe XO0JITe-
POBCKOE€ MOHHUTOPHPOBaAHHUE. Bcem IIarieHTam OBLIO IIpoBe-
neHa JabopaTopHas OIeHKa YPOBHS KOHIIEHTPAIIUU IIPe.-
cepaHOro Harpuyperuueckoro nentuza (ANP) B mrasme
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c.H.c., K.0.H. E.C. Boaasm:kenckoit (HUJI ocTpoii maTosio-
ruu HUKW nexpmarpuu, 3aB. 1a6. B.C. CyxopyKoB) uMmy-
HO(DEepPMEeHTHBIM METOAOM C IIOMOIIbI0 Habopa PeaKTHUBOB
«Biomedica» (ABctpus). UccienoBanue MpOBOAUANA Ha
naboparopaom cuetunke Wallac 1420 Multilabel Counter
(Victor 2) (Punnaugms).

Crpecc-TecT ¢ [03UPOBaHHOM (hU3MUECKOI HATPY3KOM
MPOBOAMUJIN C WCIOJb30oBaHmeM mporpammbl CardioSoft
(GECardioSoftV6.51 (USA) mo mporokosry BRUCE. [isa
KasKJI0To u3 06c/IeyeMbIX MaKCUMAJIbHYI0 HATPDY30UHYIO
CTyIIeHb OIpeessi/ii WHAUBUAyaIbHO. KpuTepumem mpe-
KpalleHus Harpy3KH U IIepexo/ia Ha PesKUM BOCCTAHOBJIE-
HUA OBLIO JOCTUKEHNE 3allJIaHUPOBAHHON YaCTOTHI Cep-
meunbix cokparrenuit (YCC 150 ya/mum), 1160 yToMIeHue.

CUHXPOHHYIO 3amuch 12 cTaHZAPTHBIX OTBEIEHUN
I9KT co ckopocthio 50 MM/c IpPOBOAMJIM B HCXOJe, HA
2-71 MUHYTe KaKJOU CTYIleHM Harpys3Ku M Ha BCeM BOC-
CTaHOBUTEJIbHOM mepuoge. OMeHnBaIN TPAHCMYPAIbHYIO
nucnepcuto penosapusanuu (TIP) xkaxk paccrosanue ot
BepPIINHBI 10 oKoHuUauusA T-3y0Iia B ucxoze, Ha 2-1 MUHY-
Te KaXKIO0# CTYIIeHu HATPY3KHU U B TeUEHIe BCero mepuoaa
BOCCTAHOBJIEHU .

CraTuctuueckas o0pabOTKa MOJYUYEHHBIX Pe3yJib-
TaTOB MpOBeAeHa ¢ mpuMeHeHmeM mporpamm Microsoft
Excel u SPSS.

Bce o6caenyemsbie metu ¢ I'KMII Ob1iu pasnge-
JIeHBbl Ha [ABe TI'PYMIIIbI B 3aBUCUMOCTU OT HAJINUYUA
WJIN OTCYTCTBUSA NPUBHAKOB O0CTPYKIIUU: 1-4 rpym-
na (n=10) — geTu ¢ aCUMMETPUYHON OOCTPYKTHUB-
HOU runeprpodueil Muokapaa; 2-a rpynmna (n=15)
— MAIUeHThl ¢ CUMMETPUYHON HEeOOCTPYKTUBHOU
runepTpodueir MIoOKapaa.

PesyasTaThl 1 NX 00CYSKIeHUE

AHanmn3 JaHHBIX IEePHEeHTUJIbHBIX 3HAUYeHUN
moKasaJj, YTo KojJebaHWs TPaHUI[ HOPMBI KOHIIEH-
Tpanuu ANP B miaszme B JTaHHOM BO3PACTHOM Jua-
nasone (14—-17 ner) Haxomarcsa B mpepeaax 0,7-1,1
HMOJIb/J. Ilo MaHHBIM KBapTUJIBHBIX 3HAUEHUN
obenx Irpynn cpaBHeHUsA cpeqHuii ypoBeHb ANP B
mjasMe 3HAUUTEJNHHO IIPEBBIITaeT TAKOBbIe B I'PYII-
ne xKoHTpoasd. Kpurepuit ManHa—YUTHU TOKasaj
IOCTOBEPHYIO 3HAUNMOCTDb Ha 5% ypPOBHE B CPEIHUX
3HaueHUAX mokasaresneir ANP mexxay 1-ii rpynnoi
u rpymnmnoii Koutposs (p=0,0002<0,001) u memo-
CTATOYHOCTHh CTATUCTHUUYECKON 3HAUYMMOCTH B aHa-
JIOTUYHBIX 3HAUEHUSAX MeXKAY 2-Ui U KOHTPOJbHOU
rpynnamu (p=0,07>0,001) (Tabxa. 1).

IIpu npoBegeHUY CTPECC-TECTUPOBAHUS Y IAIlU-
€HTOB 00euX I'PYIII TOJIEPAHTHOCTD K JO3MPOBAHHOM
(usnyecKoil Harpy3Ke AOCTOBEPHO He OTJIMYAJIACH,
npeBbIniaaa mopor 6,5 METS. ITpogoa:xkuTebHOCTD
Harpy3Ku y OOJIBIIIMHCTBA JeTeil COOTBETCTBOBA-
Ja IepBOWl MHHYTe 3- HaArpy30YHOU CTYyIeHU
(tabm. 2).

IIpu ananuse TP Ha Kakg0M sTane TpPeaMUJI-
TecTa OBLJIO YCTAHOBJIEHO, UTO BBIPAKEHHOE yBe-
auyenue 3HaueHua TP, HopMaTuBHBIE 3HAUEHUA
KOTOPO¥# cooTBeTCTBYIOT 69—92 mc [18], Ob110 OTME-
YeHO Ha 3-i MUHYTEe BOCCTAHOBUTEJIHbHOTO IepuoIa,
YTO TPAKTyeTcd KaK IPU3HAK PE3KOT0 YAJUHEHU
moTeHImaga geiicTBua M-KJIeTOK, BCJIeCTBUE CHU-
sKeuus YCC HA pe3KO CHUKEeHHOUM CKOPOCTH TPeIMU-
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Tabauua 1

YPpoBeHb mpecepaHOro HaTpuyperudeckoro mentuaa npu FTKMII

I'pynmsl o6ciiexyeMbIx N feenom7/

Py iy Me [LQ; UQ] min—max P
O6crpykTuHas TKMIT 2,71[1,32;4,74] 0,888-7,08 0,0002*
Heo6erpykrusaas 'KMIIT 1,7210,79; 2,36] 0,385-6,58 0,070
I'pynna KoHTpoJid 1,045[0,676; 1,10] 0,04-1,59

*CraructunuecKku sHauuMble pasaudus (p<0,001) B cpaBHEHUU ¢ KOHTPOJIBHOI IPYIIIO.
Tabauua 2

Cpennue snaueHus npogoxuteabHoctu TP Ha (hoHe mpoBenenusd Tpeamui-recra y gereit ¢ TKMII

na [11] y mereit ¢c TKMII. B 1-# rpynne yanuHeHIe
TOP peructpupoBanoch y 7 u3 10 obciaenyemsIx,
BO 2-11 rpynue —y 11 us 15 nanumenToB. YucieHHoe
3HaUYeHVe MaKcuMaabHOro yainuHenus TP B 06enx
moarpymnmax cocraBuio 140 mc, ogHako yacToTa
BCTPEYAEMOCTH YAJUHEHHBIX IIOKasaTesiell B Tede-
HIe BCero BpeMeHM mccjaefoBaHud B 1-# moarpymnmne
OblyIa 3HAYNUTEJIBHO BBIIIIE.

3uauenus TP u ANP B KOHTPOJBLHON TpPyII-
IIe COOTBETCTBOBAJY HOPMAJbHBIM IIOKa3aTeJIaM.
B pesysbTaTe KOPPEJNANMOHHOTO aHAJM3a IO
ITupcony Koa(hpunreHT KOppPeIAUN MeXKIY 3HaUe-
auavu TP na 3-i1 munyTe BoccTaHoByeHUusa u ANP
on1 paBeH 0,46 (yposems 3Haummoctu p=0,002),
YTO F'OBOPUT O CPeJHEN B3aMMOCBA3U MEXKIY ABYMSI
IaHHBIMU IIOKA3aTeJIAMUA.

TpauncmypaabpHas qucnepeus penoaspusamnuu (Tpeak-Tend), mc
I'pynmsi o6caemxyembrx 1-a MuHyTa 3-4 MuHyTa
B IIOKO€ | IMK HArPySKH BOCCTAHOBJICHH ST BOCCTAHOBJICHU ST
O6crpykTuHas 'KMIT 82 85 89 11
Heo6erpykTusaaa 'KMII 80 71 71 98
I'pynna xouTpoOIa 75 54 62 58
BeiBoasI

1. Cpeguuii ypoeab ANP B niasme y mereii ¢
TKMII 3HaumTe IbHO IPEBBINIAET TAKOBBIE B T'PYII-
me KOHTpoJaaA (MakcumMaJsbHBIe 3HaueHus ANP B
Tpynnax cCpaBHEHUA M KOHTPOJLHOU 7,08 HMOJB /I
oTHOCHUTEJbHO 1,59 HMOIE /).

2. Y mamueHTOB C OOCTPYKTUBHON U Heo00-
crpykTuBHoit 'KMII Ha ¢oHe mpoBeeHuA CTpecc-
TECTUPOBAHUA 110 JaHHBIM 3HAUEHUH TPAHCMYPAJIb-
HOM JQUCIEPCUU PEHOJIAPUBAINU BBIABJIEHA DJIEK-
TpUYecKasa HeCTaOUIbHOCTbL MUOKAap/a.

3. BbIsBIeHaA TOJIOMKUTENbHAA KOPPEJIIIUs
MeKIy YPOBHeM KoHIeHTpanuu ANP u sHaueHUEeM
TOP Ha 3-i1 MUHYyTe BOCCTAHOBUTEJIHHOTO IIEPUOJA
IPU IPOBENEHUU CTPECC-TECTUPOBAHUA.
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