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TypOyJeHTHOCTb CepAeYHOro PUTMa — MAapKep 3JEKTPUYECKOil HeCTAOMIbHOCTH MHOKAPIA, MCHOJb3YIOIMiAcA 15 cTpaTuduka-
MM PHCKA BHe3anHo# ceprevynoii cmepru. Hamu odciienosanst 50 nereii B Bozpacte ot 7 10 17 ner ¢ runeprpoduyeckoii Kapauo-
muonarueii. IIporpamma o0cjienoBanus BKJIIOYAJIA: CTAHAAPTHYIO JJIeKTPOKapauorpaduio, aonmiepaxokapauorpaduio, xoJre-
poBckoe MoHuTOpHpoBanue cyTounoit DKI'. AHanu3upoBaiuch napamMeTpbl TYPOYIEHTHOCTH PUTMA Cep/la: TYyPOYJIeHTHOCTh onset
u TypOyieHTHOCTH slope. Hapymenne TypOyJeHTHOCTH pUTMA cepaua Mo NMOKa3areiio TypoyJeHTHOCTH onset Oosiee () BbISIBJIEHO
¥ 5 u3 24 nauueHToB, BKJIIOYEHHBIX B ccaenoBanue. [laTonornyeckue 3nauenus TypoyaenTHoctu slope menee 6 mc/R— R BbisiBJie-
Hbl 'y 3 manuenToB. Y 1 nanuenTa BbisiBJIEHO HapyleHue 00oux napaMerpos. Hapymenue TypOyJeHTHOCTH PUTMA Ceplia T0CTOBEp-
HO Yaiie BCTPeYasoch y ieTeil ¢ HeoOCTPYKTHBHOM (opMoii runepTPO(UYECKOii KADIMOMUONATHHI N0 CPABHEHHIO C 00CTPYKTUBHOI
dopmoii (x*=3,05; p=0,08). ¥ Bcex aeTeii ¢ NATOIOTHIECKHMMHI 3HAYCHUSIMU TYPOYJIEHTHOCTH PUTMA CEP/IIIA BCTPEYAIICS OIMH M 00-
Jiee «0oJIbIKX» (PAKTOPOB PHCKA BHE3ANMHOI CePAeYHOI CMEPTH, YTO IOCTOBEPHO NMPEBBIMIAET HX YACTOTY B IPYNNAax ¢ HOPMAJIbHBIMU
noKa3aTeJsiMi TypOyJaeHTHoCcTH puT™Ma cepaua (x*>=7,11; p=0,007). Cpenu nanmeHToB ¢ NaTOJOrHYECKNM 3HAYEHHEM TypPOYJIeHT-
HOCTH onset JOCTOBEPHO Yaile BISIBJISUINCH CHHKONAJIbHbIE cocTostHusA (*=5,12; p=0,02). VY oaHOro Takoro namuenTa 3agpukcu-
poBaHa HeyCTOiluMBas KeaynoukoBasi Taxukapaus (x*=10,56; p=0,001). ITonyyennbie HAMH JaHHbIE NO3BOJISIOT NPENOJIAraTh,
9T0 TypOYJIEHTHOCTh PUTMA CePALA SBJISETCS JONOTHUTEILHBIM NPEIUKTOPOM HEOJIATONPUSATHOTO TEUEHHS TUNePTPO(IIECKOii Kap-
JMOMHUONIATUM Y IeTel.

Knrouesoie cnosa: demu, nodpocmku, eunepmpoghuueckas Kapouomuonamus, mypoyaeHmHocms cepoeyHoe0 pumma, npopuiaKmuka
BHE3ANHOU cepOe*HOl cMepmu.

Heart rate turbulence is a myocardial electrical instability marker used to stratify the risk of sudden cardiac death. Fifty children aged
7 to 17 years with hypertrophic cardiomyopathy were examined. The survey program included standard electrocardiography, Doppler
echocardiography, and 24-hour Holter ECG monitoring. Heart rate turbulence parameters, such as turbulence onset and turbulence
slope, were analyzed. According to turbulence onset greater than zero, heart rate turbulence impairment was identified in 5 of the 24 pa-
tients included in the survey. The abnormal turbulence slope values of less than 6 msec/RR were found in 3 patients. Both parameters
were abnormal in 1 patient. Heart rate turbulence impairment was significantly more common in children with the non-obstructive form
of hypertrophic cardiomyopathy than in those with its obstructive form (y>=3,05; p=0,08). All the children with abnormal heart rhythm
turbulence values had one or more major risk factors for sudden cardiac death, which significantly exceeds their rates in the normal
heart rate turbulence groups (x>=7,11; p=0,007). The patients with abnormal turbulence onset values were more often found to have
syncope (x2=3,2; p=0,02). One such patient was recorded to have unstable ventricular tachycardia (}>=10,56; p=0,001). Our findings
suggest that heart rate turbulence is an additional predictor of the unfavorable course of hypertrophic cardiomyopathy in children.

Key words: children, adolescents, hypertrophic cardiomyopathy, heart rate turbulence, prevention of sudden cardiac death.

B Bo3pacte oT 9 mo 14 net (8%), B 2—4 pasa npeBbIlIast

I Yuneprpoduueckast KApAMOMUONATUSI — FeHETUYECKU
TaKOBYIO Y B3POCIBIX MTallMeHTOB (2—4%) [1]. DTUM 00B-

06YCJTOBJ'I€HHO€ 3a6OJT€BaHVIC, ABJIAIOIICECSA OCHOB-

HOM NPUYMHON BHE3AITHOW CEPHEYHOI CMEpPTU VY MOJ-
POCTKOB. YCTaHOBJIEHO, YTO CPEIU OOJIbHBIX C TUIIEPTPO-
(bnyeckoii kapauomuornatveid MakCUMallbHasl 4acToTa
BHE3AITHOM CEPIAEYHOM CMEPTU XapakKTepHa Ui AeTei
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sicHsIeTCsl 0cobast BaXKHOCTb MOKUCKaA MPEeIMKTOpa BHE3AT -
HOIi cepieyHOl CMEPTU Y MalMEeHTOB ¢ runeprpoduye-
CKOH KapaMOMHUOIaTHEl 1IKOJIbHOTO BO3pacTa C LIeJIbIo
CBOEBPEMEHHOU MEePBUYHON NMPODUIAKTUKH.

®DaxTophl pUCKa BHE3AIMHON CEpPICYHON CMEPTH yCTa-
HOBJIEHbI HA OCHOBaHUM 00C/Ie10BaHUsI OOJIbIION KOTOPTHI
B3POCJIbIX MALMEHTOB C TUIIEPTPOPUUECKOI KapIMOMUOTIA-
Tuel [2]. BolneneHbl Tak Ha3blBa€Mble «OOJIbLINE» U «BO3-
MOXHBIE» (DAKTOPBI PUCKa BHE3AITHO CEPIEYHOI CMEPTH.
K GosbiiuM ¢akropaM pucka OTHECEHbI: OTSTOLICHHAs!
HACJIEACTBEHHOCTb MO TUIMEPTPOPUUECKON KapIUOMUO-
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TTaTUX B COYETAHWM C BHE3AITHOW CMEPTBIO OJIM3KUX POJI-
CTBEHHUKOB, 3KCTPEMaJbHO BBIPAXKEHHAS TUTICPTPODUS
MEXKeJTyIouKoBol meperopoaku (6onee 30 Mm), CHUH-
KOTTAJIbHBIC COCTOSIHUSI, TIepeHeCeHHasl BHE3aITHasl OCTa-
HOBKa KpOBOOOpAIIIEHUS, ITOTPeOOBaBINAs ITPOBEICHMS
pPEaHMMAITMOHHBIX MEPOIIPUATH, HealeKBaTHHAS peak-
LIS apTepUAIbHOTO MaBJICHUS Ha (DU3MIECKYIO HATPy3KY
(CHIDKeHWME WJIM MUHMMATBHBIA TIPUPOCT apTepraIbHOTO
TABJICHWS ), HETIOCTOSTHHAS Y/WJIM TIOCTOSTHHAST JKeJTyI0u-
KoBasl Taxukapmus. B KadecTBe BO3MOXHBIX (HaKTOPOB
pucka paccMmarpuBaloTcs (GUOPWILISILMS  TIpeaCepauid,
WIIeMHUST MUOKapIia, OOCTPYKIINST BBIXOTHOTO TpaKTa JIEBO-
TO XeJIyIouKa, 3KCTpeMaibHbIe (pu3nueckue Harpy3ku [3].
Topazmo MeHbIIIee YMCII0 UCCIIeNOBAHUH OBIITO TIOCBSIIIIEHO
olLieHKe (DaKTOpOB PUCKAa BHE3AITHOM CepleyHOl CMepTh
y nereit. [loka3aHo, uYTO MOpGhOIOTMIECKUEe W3MCHEHUS
MUOKapa TIp¥ TUTIePTPODUIECKON KapIuOMUOTIaTHI
B BUIe TuniepTpodun 1 pubpo3a MpUBOIAT K HETOMOTEH-
HOCTH TIPOLIECCOB Jie- W PETIOISIPU3AIINN U CTIOCOOCTBYIOT
Pa3BUTHIO KU3HEYTPOKAFOIITNX apUTMUIA.

AKTYaJIGHBIM BOITIPOCOM Ha CETOMHSIIITHUI IeHb OCTa-
eTCsI TIONCK HEMHBAa3MBHBIX METOIOB TUATHOCTUKH DJICK-
TPUYECKOW HECTAOMIBHOCTH MUOKapIa Kak MpeIruKTopa
BHE3aITHOM cepaeyHoil cMeptu. OMHWM U3 MapKepoB
3JICKTPUYECKON HeCTaOMILHOCTA MMOKapaa SIBJISICTCS
TYpOYJIEHTHOCTH CEPACIHOTO PUTMA.

TypOyJAeHTHOCTh CEPICYHOTO pUTMA — W3MCHCHUE
pUTMa, pa3BUBAOIIEecs] B OTBET HAa TaXMapuUTMHUH. Typ-
OYJICHTHOCTBh CEPICYHOTO PUTMa SIBIISICTCS (DU3MOIOTH-
YecKoi IByx(da3HOI peaKIMeil CHHYCOBOTO y3ia ¢ 6apo-
pedIeKTOPHBIM MEXaHW3MOM CHCTEeMHOW aBTOHOMHOM
PETYJIAINK, TIPUBOASIIIMM K OBICTPON KOMITCHCAIIUN
TeMOIMHAMUYECKNX M3MEHEHUI, BBI3BAHHBIX JKEITYIOY-
KOBBIMM 3KcTpacucrosaMu [4]. [Ipu HapylieHHOM aBTO-
HOMHOM KOHTpOJIe pUTMa Cep/illa 9Ta peakiius ociadieHa
WJTA TIOJTHOCTBIO OTCYTCTBYET. BBIUMCIISIIOTCS IBa OCHOB-
HBIX TIapamMeTpa: Havajo TypOyJeHTOCTH — YydJalleHue
CHHYCOBOTO pUTMa BCJIEI 32 KeJTYTOYKOBOM 3KCTPACHCTO-
sueit (TO — turbulence onset) 1 HaKJIOH TYpOYJIEHTHOCTH
(TS — turbulence slope) — MHTEHCUBHOCTb 3aMeIJICHUS
CHHYCOBOTO PHUTMa, CJICAYIOIIETO 3a €ro yJallleHHUEM.
3a maToJIOTMYeCKUe 3HAYCHHMS TYpOYJICHTHOCTH pUTMa
cepIa MPUHUMAIOT TIOJIOKUTETbHBIC 3HAUCHUS TTOKa3a-
TeJs TypOYJACHTHOCTH onset ¥ 3HAYeHUS TIoKa3aTessl Typ-
OyneHTHOCTH slope MmeHee 2,5 Mc/R—R. BriepBble 1aHHbIC
MapKephbl MpeiIoxXua ucnoib3osatb G. Schmitt B 1999 .
IUTSI OTICHKU CTETIEHU PUCKa BO3HUKHOBEHMS BHE3AITHOM
cMepTH y 6osibHBIX ¢ MHMapkTOM Muokapaa [4]. B psae
HCcClenoBaHui [4—6] MpU MPOCIEKTUBHOM HaOIOACHUN
3a JaHHBIM KOHTUHTEHTOM OOJIbHBIX YCTAHOBJIEHA BBICO-
Kasi IyBCTBUTEIBLHOCTD U CIIEIIMMUIHOCTD 3TUX TTOKa3aTe-
JIe ISl MPOTHO3a BHE3AIMHOM cepievyHoi cMepTH [5].

K coxayieHn1o, olleHKe IoKa3arteseil TypOyJIeHTHOCTH
CEpACYHOTO PUTMA Yy JeTell MOCBSAIICHBI CIUHUIHBIC HC-
cienoBaHus [7, 8]. B Haubosee KpynmHOM UCCIeI0BAHUU
TypOYJEHTHOCTH PUTMA CEpaLA y JETel ¢ Maronaruye-

CKOHM 3KCTpacuCTONMEl ObLIM MpeaoXeHbl HOpMAaTH-
Bbl OLIEHKU TypOyJieHTHOCTH onset u slope. CylecTByIoT
JIMIIb eJMHUYHbIE PAOOThI MO OLIEHKE 3TUX MOKa3zaTesei
y JIeTeil ¢ OpraHMYecKoi CepleyHoii maTojorueit (muna-
TalMOHHAsl KapAMOMMUOIIATHsI, KaTeXoJ3aBUCUMas XKely-
JIOYKOBAs TAXMKAPUsl, HApYLIEHUE CEPIEYHOTO PUTMA Ha
¢one kananonaruu) [8]. o HacTOsILIETO BpEMEHU OTCYT-
CTBYIOT pa0OThI 1O OIpeIeIEHUIO TypOYJEHTHOCTU pUTMa
cepaua y jeTeii ¢ runepTpoduIeckoin KapauoMMUoNaTUe.

Lenb uccnenoBaHusi: OLEHUTb TYPOYJIEHTHOCTb Cep-
JIEYHOTO pUTMa Yy JeTeil ¢ runepTpoduyeckoit Kapauno-
MUOIIATUENA.

XAPAKTEPUCTUKA TETEN
1 METOJbI UCCJIENJOBAHUS

O6cnemoBansl 50 nereit (36 MATBYMKOB U 14 TeBOUYEK)
B Bo3pacte oT 7 1o 17 net ¢ runeprpoduueckoi Kapau-
oMuonarueir. ACMMMeTpUYHas TUTiepTpoduIeckast Kap-
JTMOMUOIIATHS BBISIBJICHA Y 36 MAIIMEHTOB, CKMMETPUIHAS
— vy 14; obcrpyktuBHast hopma — y 24 (y 18 m 6 coot-
BETCTBEHHO), HEOOCTpyKTUBHast — y 26 (y 18 u 8 coort-
BeTcTBeHHO). [Iporpamma obcienoBaHusl BKJIOuYana:
CTaHIAPTHYIO 3JIeKTpOKaparorpaduio, TOMIuiepaxoKap-
nuorpaduio, XOJTEPOBCKOE MOHUTOPUPOBAHUE CYTOU-
HOI1 3jieKTpoKapauorpaduu.

KpureprsiMmu BKITFOUCHUS B MiCCIeIOBaHUE OBUTH BO3-
pact MeHee 18 set, axokapauorpaduieckoe TOATBepKIe-
HMe TUTIEpTPOGhUH JIEBOTO JKEJTYTOUKa B BUIE YBEITMICHMS
TOJIIIIMHBI MEXKKEJTYTOUYKOBOM TEPErOpONKY W/WINA 3aji-
Hell CTEHKM JIEBOTO XeJynouka 6osee 2 Z-score 1o cpaB-
HEHWIO ¢ HOPMATUBHBIMM 3HAYCHUSMHM B 3aBUCUMOCTH
OT JIo1aau noepxHoctu tena [9]. [pusHakom acumme-
TPUIHOU TUTIEPTPOGhUN MUOKapAA SIBJSUIOCH OTHOIIICHUE
TOJIIIIMHBI MEXCKETYIOYKOBOM TTEPErOPOIKH K TOJIITUHE
3a/lHell CTEHKU JIeBOro xeyynouka oosee 1,5. Kpurepusi-
MU WCKITIOUYCHUST OBIT BTOPUIHBIC (hOPMBI 3200JICBaHMSI,
ITPOTEKAIOIIINE C TUTIePTpoduUeii MUOKapa.

Bce mamueHTHl HAXOMWJIMCh Ha Oa3MCHOW Teparuu,
HaImpaBJICHHOW Ha YJIyJIlIeHWe MTUACTOTUIeCKOW (DyHK-
MM MUOKapia M KOPPEKIINI0 OCHOBHBIX KIIMHUYIECKUX
MPOSIBJICHUI 3a00JicBaHUsA. DBJIOKATOPBl  KaJbIIMEBBIX
KaHaJioB (M30nTuH) monydanu 51,5% o6cienoBaHHbIX,
B-6mokatoper — 48,8%, KOMOMHUPOBAHHYIO TEpPAITHIO
(m3omTwH + B-60KaToper) — 25,8%.

Bcem mammeHTaM TpoBOAMIIOCH XOJITEPOBCKOE MOHU -
topupoBaHue DKI B TeueHue 24 9 ¢ TOMOIIBIO CUCTEMBbI
MARS-8.0, CIIA B 12 MoauduuupoBaHHbIX TPYIHbBIX
oTBencHUsIX. I BKITIOYEHWS] B aHAJINU3 TypOYJICHTHO-
CTU pUTMa CepIlla UCTIOIb30BAUCH CIICAYONIe KPUTe-
puu: Hamuyue He MeHee 20 CUHYCOBBIX MHTEPBaIoB R—R
JIO ¥ TIOCJIE 3KEJTYITIOYKOBOU 3KCTPACUCTONBI. BemmunHa
MHTEPBAJIOB R— R, BKJIIOYEHHbIX B aHau3, ObLla MeHee
300 Mmc unu He 6ojee 2000 Mc; BeIMUMHA MPEAIKTOIU-
yeckoro nHTepBasa He MeHee 20% W IMOCTIKCTPACHCTO-
JUJeckas maysa 1o KpaitHe mepe Ha 20% muHHee HOp-
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MajibHOro R— R uHTepBasia. PaccuuThiBaavch mapaMeTphbl
TypOYJEHTHOCTH pUTMa Cepllia: TypOyJeHTHOCTb onset
(TO) BbluucasieTcs o dhopmye:
TO = (C+D)—(A+B),
(A+B)

rne A B — nBa uHtepBaia R—R, npeiiecTByolimne
JKeJTyI0uKOBoOM 3kcTpacuctotie; Cu D — nepBble 1Ba UH-
TepBasia R— R 11ocie MoCTIKCTPACUCTOINYECKO May3bl.

IMapamerp TypOy/JIeHTHOCTH slope BBIYMCISIICS Kak
MaKCUMaJIbHOE 3HAYEHME MO3UTUBHOIO HAKJIOHA JIMHUU
JIMHEMHON perpeccuu, paCCYuTaHHBIA MEXIY 3HAYECHUS -
MU MHTepBaia R—R (Mc) U nocaea0BaTeIbHbIM HOMEPOM
uHTepBaga R—R, B mo0bIX 5 13 20 LIMKIOB MHTEPBAJIOB
R—R, crienylomux 3a XeIyIOuKOBOH SKCTPACUCTOJIOM
(enuHuLa U3MepeHust — Mc/R—R) [4].

Craructuueckasi oopaboTka MpoBOAMIACE C MOMO-
mpto nporpammbl Exell 7.0 ¢ ucrnonb3oBaHMeM TakeTa
nporpamsl Statistica 8.0. (StatSoft., Inc., CLLIA).

PE3VJIBTATbBI

M3 50 mauuveHToB ¢ TUNepTpodUIeCcKoil KapaAuoMU-
omarmeil y 30 Obuta 3aperucTprpoBaHa KeTyIOuKOoBast
SKCTPACUCTOJHS TI0 TaHHBIM XOJITEPOBCKOTO MOHUTOPH-
pPOBaHUS. YIOBJICTBOPWIINA KPUTEPUSIM BKITIOUCHMS B aHA-
JIN3 TypOYJEHTHOCTU puUTMa cepaia 24 pedenka. [lpen-
CTaBJICHHOCTb JKEJTyTOYKOBOM IKCTPACUCTOIMH 33 CYTKHU
KoJiebanach ot 6 10 5952 (462,45+1348.7).

CpenHee 3HaYeHUE TypOYJICHTHOCTH onset 1o IpyTIie
coctaBuio — 2,47+4,19%, xonebaHusl 3HAYCHUI OT —
8,45 mo 8,15%. CpenHee 3HaueHMe TypOYIeHTHOCTH slope
o rpymme coctaBuio 16,9+11,7 mc/R—R, KonebaHust
3HaueHwuii ot 3,28 no 42,3 mc/R—R.

Hapyienue TypOyieHTHOCTU pUTMa CepAlia Mo MoKa-
3aTelo TypOyJeHTHOCTH onset 6oJiee () BBISIBJIIEHO y 5 Tma-
reHToB. [1pu 3TOM cpenHee 3HaYeHUE TypOYICeHTHOCTH
onset cocraBwio 4,57 [2,62; 6,52]%, MUHUMaAIbHOE —
0,84%; makcumanbHoe — 8,15%.

3HaueHue TypOysieHTHOCTHU slope MeHee 2,5 Mc/R—R,
MIPUHATOC B KavyecTBE IATOJIOTMUYECKOTO YPOBHS Typ-
OyJIEHTHOCTM pUTMa cepila y B3pPOCIBbIX MALUEHTOB,
He OBUTO 3apEeTrMCTPUPOBAHO Y OOCIICIOBAaHHBIX HAMU JIe-
Teit. B TO e BpeMs TIpu UCTIONB30BaHUN 00JIee MITKOTO
KPUTEPHS TTATOJIOTMUYECKOTO 3HAUCHUST TypOYJIEHTHOCTH
slope MeHee 6 Mc/R—R, TIpeIUTOXKEHHOTO B HACTOSIIIEE
BpeMsI TSI MCTIOJIb30BaHUsI B TEAUATPUIECKON MTPAKTH-
Ke, HapyIlIeHWe TYpOYJICHTHOCTA PUTMa CepIlia BhISBIIC-
Ho y 3 marmueHToB. [Ipy 3TOM cpenHee 3HaYeHUE COCTa-
Buio 4,17 [3,28; 5,07] mc/R— R, MUHUMaJIbHOE 3HAUCHHUE
3,28 mc/R—R, makcumanbHOe 3HaueHue 5,07 mc/R—R.

VY 1 60JbHOTO YCTaHOBJIEHO HapyllleHWe 000MX Tapa-
METPOB TYpOYJCHTHOCTH PUTMa ceplla — TypOyIeHT-
HocTb onset 1,42% u TypOyieHTHOCTS slope 4,7 mc/R—R.
OCOOGEHHOCTSIMU KIIMHUYECKOM KapTUHBI Y 3TOTO TaIlN-
€HTa SIBUJIACh 3KCTPEMAJIbHO BBIPasKCHHAST THUTICPTPOGDUS
MHUOKapaa (TOJIIMHA MEXKETyI0YKOBON ITepeTOPOIKI

OPUINHAJIbHbBIE CTATbU KAPAQUWOJ1OrNsA

41 MM), OTSITOLIIEHHASI HACJIEACTBEHHOCTD IO TUIIEPTPO-
udeckoif KapAMOMUOTIATHH Y POACTBeHHUKOB 11 cTere-
HU (IS4 OTLA).

CrereHb BBIPaKCHHOCTH TUTIEPTPOGUU MUOKapmaa
He pa3nnJajgach y JIeTeil ¢ HOPMaJbHBIMM W TIaTOJIOTH-
YECKUMU 3HAYEHUSIMU TYpOYJEHTHOCTU PUTMa cepjlla.
Tak, cpenHue 3HAYCHUS TOJIIMHBI MEXKOKETyIO0IKOBOM
TTePETOPOJKK W TOJIIUHBI 3aTHEN CTEHKU JICBOTO JKEITy-
oyKa y JeTeil ¢ HOPMaJbHBIMU TIOKAa3aTeJIIMKU TypOy-
JICHTHOCTH pUTMa cepana coctaBuin 28,416 u 13,5 mm
npotuB 27,7+5,6 u 17,7 MM COOTBETCTBEHHO y HeTei
C TIATOJIOTUICCKUMU 3HAUCHUSMH TYPOYJICHTHOCTH PUT-
Ma cepaua (x*=2,33; p>0,1).

[lpu aHamM3e B3aMMOCBSI3M TATOJIOTUIECKUX 3HAUC-
HWI TYpOYJIEHTHOCTH pUTMa Cepiiia U CTPYKTYPHBIX Ba-
PUAHTOB TUTIEPTPODUIECKON KapAMOMUOTIATHUH YCTAaHOB-
JIEHO, YTO HapylleHHe TYpOYJIeHTHOCTH PUTMa cepaua
nocrosepHo vanie (y>=3,05; p=0,08) BcTpeuaercs y neteit
C HEOOCTPYKTUBHOI (opMoit runeprpoduyeckoil Kap-
nuomuonatun (n=6; g=0,84), y neteit ¢ 0OCTPYKTUBHOM
dopmoii (n=1; g=0,16). [1pu HECOOCTPYKTUBHOM BapraH-
Te HapyIIeHUe TypOYJCHTHOCTH PUTMa Cep/lia BEISIBJICHO
y 4 MalMeHTOB C aCMMMETPUYHON (HOPMOI THIEepPTPO-
udeckoit KapmIMOMUOTIATHHM Uy 2 — C CUMMETPUYHOM.
YcTaHoB/IeHa JOCTOBEpHAsl CBSI3b MEXJY HapylIeHUEM
TYpOYJIEHTHOCTH PUTMa CepIila U aCUMMETPUIHON HEOO0-
CTPYKTUBHOI (hOpMOil rurepTpoduueckoit KapauoMuo-
natuu (x*=3,74; p<0,05).

B HacTostIee BpeMsi OCHOBHBIM KPUTEPUEM CTPaTH-
ukammm pricka HeOGIATONIPUSITHOTO TCUCHUSI TUTIEPTPO-
(udeckoii KapaIMOMHOIIATUY SIBIISIETCSI HATMYUE «OO0JTb-
mux» (HaKTOpoB PUCKA BHE3AMHON CEepAeYHON CMEPTH.
V Bcex (100%) nmeteit ¢ MaTOJOrMYECKUMU 3HAUYCHUSIMU
TypOyJIEeHTHOCTH PUTMa cep/la BCTpeyasicsi OnuH 1 60-
Jiee «0oNBIIMX» (PaKTOPOB PUCKA BHE3AITHOW CEpIECTHOM
CMEpPTH, YTO JTOCTOBEPHO MPEBHIIIACT UX YaCTOTY B TPYII-
IMax ¢ HOPMAaJbHBIMM ITOKa3aTeIsIMU TypOYJICHTHOCTH
putMma cepaua (n=9; ¢=0,53).

Oco0oe BHMUMaHWE B HaIllEeM WCCIEA0BAHUN ObLIO
VAETEHO B3aWMOCBSI3M CHHKOIAIBHBIX COCTOSTHUN W Tia-
TOJIOTMIECKUX 3HAUYCHUN TypOYJIEHTHOCTH PUTMa CEepAla,
TaK KaK B HACTOSIIEE BPEeMSI CHHKOITAIBHBIE COCTOSTHUS
paccMaTpuBalOTCsl B KAUeCTBEe HE3aBUCHMOTO MpeAUKTOpa
BHE3aIHOI cepieuHol CMEpTU. YCTaHOBJIEHA B3aUMOCBSI3b
CUHKOTIAJIHBIX COCTOSTHUW W TTATOJIOTHUECKUX 3HAUCHUI
TypOyneHTHOCTH putMa cepaua (x*=4,94; p<0,05). Kpo-
M€ TOr0, OTMEUEHO, YTO Y MALMEHTOB C MaTOJOTMYECKUM
3HaUEHMEM TYpOYJIEHTHOCTU Onset JOCTOBEPHO Yallle BbI-
SIBJISIIOTCSI CUHKOIAJIbHBIE COCTOSIHUS — B 3 U3 5 cilyvaes,
B CpPaBHEHUU C JETbMHU C HOPMAJTbHBIMHU TIOKa3aTeISIMU
TypOyJneHTHOCTH onset — y 2 u3 15 maumeHroB (y>=5,12;
p=0,02). Y onHOro nauyeHTa c rmaroJIorm4eCKUMI 3Have-
HUSIMH TYpPOYJICHTHOCTH onset 3ahKCHpoBaHa HEYCTONIH -
BasT JKEJYIOYKOBAasT TaXUKAPIWs, Y A€Tel ¢ HOPMATbHBIMU
TOKa3aTeJISIMUA TYPOYJICHTHOCTH PUTMa CepIIla HEYCTONIH-
BasT XKeJTyIOYKOBasT TaAXMKAPAUS HE PETUCTPUPOBAIIACE.

POCCUNCKWIA BECTHUK MEPUHATOJIONMMN U MEAUNATPUN, 4, 2014




Makaposa B.A., Jleonmvesa U. B. TypOyneHTHOCTb pUTMA CEpIlia y IeTeii ¢ TurepTpouueckoii KapaoMHuonaTHei. .

OBCYXIEHUNE

TypOyJIeHTHOCTb PUTMa Cepllla — HOBBI HEWMHBA-
3UBHBIN 3JIEKTPOGU3NOJIOTUYCCKUI TTOKa3aTeib, KOTO-
PBIIA CIYKUT TOTIOTHUTEIBHBIM TIPEIUKTOPOM B CTpa-
TH(DUKAIMU pPUCKAa BHE3AIMTHOW CEepAeYHON CMEpTH.
TypOyJIeHTHOCTh pUTMa Ceplia BKIIIOYeHa B PEKOMEH-
ALY TT0 CTPpAaTUMWKAIIMKA PUCKA BHE3AITHOM CepleTHOM
CcMepTH y OOJIbHBIX MepeHecInX nHdapkT Muokapaa [10].
[IponeMoHCTPUPOBAHO, YTO TYPOYJICHTHOCTh PUTMA Cep-
nia obyiagaeT OoJbllIeil MPEIUKTUBHOM CIIOCOOHOCTHIO
B OILIEHKE PHCKa OOIIei CMEPTHOCTH, YeM HU3Kasl dhpak-
1us Beiopoca [11, 12]. TTokasaTenb TypOyJIeHTHOCTH PUT-
Ma ceplilia MeeT 3HaYeHHe 1 KaK IMPeTUKTOP BHE3aITHON
CepICYHON CMEPTU. YCTaHOBJIEHO, YTO COYETaHUE TaTO-
JIOTUYECKUX 3HAYCHWI 000WX TapaMeTpOB TYpOYJICHT-
HOCTM puTMa cepaua (slope u onset) yBeJIMUYMBaET PUCK
OCTaHOBKHU cepnia [5].

YV 00JIbHBIX, CTpaJarolIMX 3aCTOMHON CepAeuHO He-
JIOCTATOYHOCTBIO, TTaTOJIOTMUECKUE W3MEHEHMs TypOy-
JIGHTHOCTM PUTMa Cep/lia SIBUIUCH 00Jiee 3HAYUTETbHbIM
(akTOpOM pHICKa CepIevIHON CMEpPTH, YeM 3KEIYITO0YKO-
Bas TaxWKapaws, HU3KWE ITOKa3aTeld BapraOeTbHOCTH
CeplIeYHOro pUTMa M CHUXKEHHas OapopediieKTopHas
YYBCTBUTEIBHOCTD [13]. Pe3ynbTaThl mojydeHHbIX UcCIie-
TOBaHWI CBUICTEIBCTBYIOT 00 AKTyaJIbHOCTH WM3Y4CHUS
TToKa3aresieil TypOyJICHTHOCTH PUTMa Cepila He TOJbKO
y OOJIBHBIX, TIepeHeCcITX MHMAPKT MUOKap/a, HO M Y JIHII,
CTpamaloNINX JAPYTUMHU CEPICUHO-COCYIUCTHIMUA 3a00JIe-
BaHUSIMU, OCOOCHHO Y TTAIMEHTOB, OTSTOIIEHHBIX 10 BHE-
3aITHOM CMEPTH.

MeHblllee KOJMYECTBO WCCIICIOBAHUI TIOCBSIIIEHO
aHaJ M3y IToKas3aTeseil TypOyJIeHTHOCTH PHWTMa cepila
y TIAIMEHTOB C TUIMEPTPOGUISCKON KapaIuOMHUOITaTHEH.
Taxk, ipu 006CIIeTOBaHUN B3POCIIBIX JIWII C TUTIEPTPOhrIe-
CKOIf KapIMOMUOIIaTHel BBISIBJICHA OOIbIIIast YacTOTa IMa-
TOJIOTUIECKUX 3HAYCHUI TypOyJICHTHOCTH pUTMa CepIiia
BCEX TUIOB MO CPAaBHEHUIO CO 3IOPOBLIMU Juliamu [14].
OpHako B Ipyrux paboTax He BBISIBIEHO OCOOEHHOCTEM
TMAHHBIX TTOKa3aTesiell B TPYIIIe 00CIeIOBAaHHBIX C UIHMO-
MTaTUIECKOM DKCTPACHUCTOIMEH W TUIEePTPODUICCKOMN
KapAMOMMOIIaTHEH TT0 CPAaBHEHUIO C KOHTPOJIEM, a TaKKe
He 00HapyXeHO BIMSHUS TYpOYJIEHTHOCTH PUTMa Cepaiia
Ha nporHo3 [15].

B Hacrostiiee Bpemsl W3BECTHBI JIWIIb €IMHUIHBIC
WCCIICIOBaHUS TI0 WM3YYEHWIO TYpOYJICHTHOCTH pHUTMa
cepnua y mereit [7, 8, 16]. Tak, B pa6ore B.H. Komosns-
TOBOIA MPOBENIcHA OTICHKA TYPOYJICHTHOCTHA PUTMa CepIiia
y 70 mereii ¢ MAMOIATUYECKOM 3KCTPACUCTOJIMEH O6e3 op-
TaHUYECKOM ITaTOJIOTUH cepalia. 3a MaToJOTHIeCKUe 3Ha-
YeHUS TTapaMeTpa TypOYJICHTHOCTH onset ObLTU TIPUHSITHI
BesmuunHbI 6oJiee (0. CpegHue 3HaYeHUS TYpOYJIEHTHOCTH
onset coctaBuim -2,39+3,63% [8]. YacToTra marosornye-
CKUX 3HAYCHMI TYpOYJICHTHOCTH onset cocTaBmia 12,9%.
VY 90,1% maiueHToB ¢ MaTOJOTMYECKUMU TapaMeTpaMu
TYpOYJIGHTHOCTH onset (TIpW OpTraHWYECKOM ITaTOJIOTUU
1 UIAOTIATUYECKON 3KCTPACHCTONNN) OBUIO OTMEUEHO

HeOJIaronpusTHOE TeUeHUe 3a00IeBaHus (CMHKOIIE, TO-
JIEPAHTHOCTh K aHTUAPUTMHMUYCCKOW TEpartuu, apuTMO-
TeHHas! TUTaTaIusI TTOJIOCTEH, JIETATbHBIN NCXOM).

B Hamem uccriemoBaHMM CpemHee 3HaYeHUE TypOy-
JICHTHOCTH onset Yy 00CIeI0BaHHBIX ¢ THITEPTPOMUICCKOM
KapAMOMUOTIaTHE! He OTIMYAIoCh OT TAKOBOTO B TPYITITE
C WOWOTIATMYECKOW 3KCTPACHCTOJIMEN, OIHAKO 4YacTo-
Ta TIATOJIOTUYECKUX ITapaMeTPOB TypOYIEHTHOCTH onset
B TPYIIIE JeTeil ¢ rumepTpodudecKoil KapaumoMuonaTruei
Oblta BhIe U coctaBwia 29%. Tlpu aHanm3e KIMHUYE-
CKMX OCOOEHHOCTEH TAIIMeHTOB C ITAaTOJOTUYCCKUM 3Ha-
YeHHEM TYpPOYJICHTHOCTH onset TpU TUTIEpTPObUIECKON
KapIMOMUOIIaTHHM OTMEYEHA TOCTOBEPHO OoJiee BBICOKAS
KOHUEHTpaLUsl «00JIbIINX» (haKTOpoB pucka. CUHKONAb-
HBIC COCTOSTHUST OTMEUEHBI B 3 M3 5 ClTyJdacB B CpaBHCHUUT
C IETbMU C HOPMAJIBHBIMU TTOKA3aTeISIMU TYpOYyJIeHTHO-
ctu onset (p=0,0076), kpoMe Toro, y 1 mauueHTa 3achuk-
CHpOBaHa HEYCTOMYMBAS KeyIOUKOBas TAXUKapAUsl. DTH
pe3yabTaThl MOKA3bIBAIOT, YTO Y IMALIMEHTOB C TUTIEPTPO-
uyeckoil KapaMOMHUOIIATHEN, WMEIOIINX TaTOJOrHJe-
CKUe 3HayeHusl TypOyJIeHTHOCTH onset, BEPOSITHO, OoJiee
HeOJIaronpusiTHOE TeueHue 3a00sIeBaHMsI.

3a KpUTEepWH IMArHOCTUKU ITaTOJIOTUIECKUX 3HAUe-
HUI mapameTpa TypOYJIeHTHOCTU slope ObLIM MPUHSTHI
BeJMYMHBI MeHee 2,5 Mc/R—R. CpenHue 3HaUYE€HUS Typ-
OyJeHTHOCTH slope B HallleM MCCIe0BaHUM ObUTHA COTIO-
CTaBUMBI C aHAIOTUIHBIMM TTOKA3aTEJISIMU, TTOJTyIeHHBI-
MU TIPU OOCJICIOBAHWM ITAIIMEHTOB C MIUOTIATUICCKOM
SKCTpacucToIueil. Benmunna TypOymeHTHOCTH Sslope Me-
Hee 2,5 Mc/R—R sBjIsIeTCSl KpUTEPUEM MATOJOTUYECKOTO
3HAYCHMS TypOYJICHTHOCTH PUTMa CEpHlia Y B3POCIBIX.
DTOT noKaszaTelib ObLT MPEIOKEH Y MOXWIbIX MallUeH-
TOB, TlepeHecHnMx WHMapKT Muokapma. CremyeT IMoj-
YEpKHYTb, UTO B HaIlIEM MCCJIEIOBAHUU MATOJOTMYECKUE
3HaueHus TypOyJieHTHOCTH slope MeHee 2,5 Mc/R—R oT-
cyrctBoBaiu. [lo nanusiM B.H. KomonsitoBoii, y nereii
C Pa3IMYHON KapaMOBaCKY/ISIPHON MaTOJOruMei mokasa-
Teau TypOyjaeHTHOcTH slope MeHee 2,5 mMc/R—R Takxke
He BCTPETWINCh. BMecTe ¢ TeM y nmeteil ¢ HebIarompu-
SITHBIM TEYCHUEM W MCXOJIOM OPTaHWYECKOW KaparoBa-
CKYJIIPHOU TIATOJIOTUM MUHHUMAJIbHBIE 3HAYCHUS TypOy-
neHTHocTH slope coctaBwmm 5,6 Mmc/R—R [8]. B cBssu
C 3TUM aBTOPBI TIPEIIOKWINA B KAYeCTBE IMaTOJIOTUIECKO-
TO 3HAYCHUS TYPOYJICHTHOCTH PUTMa Ceplla MPUHUMATh
mapaMeTpbl TypOyJeHTHocTH slope MeHee 6 Mc/R—R.
Cpenu obcieoBaHHbIX B Hallel rpyrine JaHHbIE Mapa-
MeTpbl y 3 u3 24 nauuveHTtoB (q=12,5) yaoBiaeTBOpsIIU
STUM KPUTEPUSIM; TIPHUEM CpeHee 3HaUCHUE COCTaBIIIO
4,17 [3,28; 5,07] mc/R—R. AHanornuHble JaHHBIE MO Ma-
TOJIOTUYIECKUM 3HAUCHUSIM TYpOYJIEHTHOCTH slope MeHee
6 Mc/R— Ry 1111 MOJIOIOTO BO3pacTa MoJiydeHbl B paboTe
M. Kowalewski u coaBr. [6]. OTCyTCTBHE TPOCTIEKTUBHBIX
HaOJIIONCHUI 32 NETHhMH C TIATOJTOTMYSCKUMM 3HAYCHUSI-
MM TYpOYJIEHTHOCTH pUTMa CEepJIia 3aTPYIHSIET BOZMOX-
HOCTb MCCJICIOBAaHUS 3TUX IMOKa3aTeiell KaK KPUTepUeB
pUCKa BHE3aIHOW cepleyHOr cMmepTu y neteil. Bmecte
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C TeM eIMHUYHBIC HAOIIOICHUS 3a JETbMU C KapIrnOMU-
omaTHeil M MaTOJOTMYSCKUMU TTapaMeTpaMu TypOyIeHT-
HoctH slope mMeHee 6 Mc/R—R, yMepiiuMu B TeUeHUE
HaOJIONCHUS, TIO3BOJIVIIN TIPEATTONIOXKUTh, YTO OHU MOTYT
MMeTh 3HaYCHUE B JACTCKOW TIOIYJISIINUU. B cBS3U ¢ yem
MBI CYUTAEM, YTO ICTEH ¢ TUTIIepTPODUISCKON KapaIMOMU-
omaTHeil U ImapamMeTpaMu TypOyJIeHTHOCTH slope MeHee 6
Mc/R—R cienyet OTHOCUTH K TpyIIie pucka o BHe3ar-
HOW cepIeyHON CMEPTH.
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