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HHTepec K TIpo0sieMe TaxuapuTMUI, BO3HU-
KaloIMX y AeTeil paHHETO BO3pacTa, oIpe-
JesIeTCsl HeYKJIOHHBIM TTOBBILLIEHUEM YaCTOThI UX
BBISIBJICHUSI B 3TOM BO3pacTHOI Trpymiie Ha (oHe
LIMPOKOTO BHEAPEHUS B PYTMHHYIO MeauaTpuyec-
Kyio mpaktuky DKI-ckprmHMHra M COBPEMEHHBIX
IUAarHOCTUYIECKMX METOIMK, MX XapaKTePHBIMM KITH-
HUYECKUMU OCOOCHHOCTSIMM, 3HAYECHUEM apUTMUI
IUTSI pa3BUTHUS CEPIECTHON HEMOCTATOUHOCTH Y IeTeit
KakK B OTCYTCTBME COITyTCTBYIOILLIEH KapauaabHOMN
MaTOJOTUU, TaK U B COUETAHUY C BPOXKIEHHBIMU T10-
pokamu cepaiia (BITC), a Takxke ¢ BO3MOXHOCTBIO
pPaHHEro BBISIBJICHUSI HACJIEACTBEHHBIX MEPBUYHBIX
BJIEKTPUYECKUX 3a00JIeBaHUI CcepAalla, COIPsKEH-
HbIX C BBICOKMM PHMCKOM BHE3AaITHON cepaeuHOi
cmeptu (BCC), B TOM 4mclie ¢ pUCKOM pPa3BUTHUS
CHUHJIPOMA BHE3AITHOU CMEPTU MIIAJIEHIIEB.

B Hacrosiiiee BpeMsi B CBSI3M C COBEPILIEHCTBOBA-
HHUEM TIpeHaTaTbHON TMarHOCTUKY, KaYeCTBEHHBIM
yIIy4dllIeHUeM YJBTPa3BYKOBBIX TEXHOJOTUI, B TOM
qucIIe BHEIPEHNEM TKAaHEBOTO JOTITLIEP-3X0KapIHO-
rpauyeckoro MccienoBaHus rioaa (KMHEToKap-
nuorpaduun), a Takxke pUMeHeHeM MOHUTOPUPO-
BaHUS CEPACYHOTO PUTMA II0Ia M MarHETOKapanO-
rpaduu, B KJIMHUYECKOW TpakTUKE TMOSIBUIUCH
BO3MOXHOCTH JMArHOCTUPOBATH MHOTHME Hapylle-
HUSI PUTMAa cep/ilia yXe BO BHYyTPUYTPOOHOM TepU-
one [33]. B To ke Bpemsi, TT03BOJIsIsl OMPEIeIUTh Yac-
TOTHBIE XapaKTEPUCTUKHU CEPACYHOTO pUTMa ILI0a,
JAaHHbIE METOJbl MMEIOT OTpaHWYEHMSI B OLIEHKE

MPOJAOJIKUTEIbBHOCTU M KOH(UTYpallu KOMILIEK-
coB 1 uHTepBaiaoB DKI, uTo 3aTpynHseT BEISIBJICHUE
MEePBUYHbBIX 2JIEKTPUUECKUX 3a00/eBaHUI cepalia y
mwiona [17].

CepauebueHus: 1 CUHKOIIE He SIBISIIOTCS Xapak-
TEPHBIMA KJIMHUYECKMMU CHMIITOMaMU HapyIle-
HUI pUTMa ceplla y IeTeil paHHEro Bo3pacTa, B TO
BpeMsl KaK Hecrelu@uueckue KIMHUYECKHUe Mpo-
SBJIeHUs (TaKue KaK HapylleHue IbIXaHWs, OTKa3
OT enbl, MPUCTYIbl HEMOTHMBUPOBAHHOIO OECIO-
KOICTBA M JIp.) MPHOOpPETaloT pellaroliee 3Have-
Hue. KIMHUYECKM TaxuapuTMMU B 9TON BO3pacT-
HOW TrpyIine Hepeako AMarHOCTUPYIOTCS yXXe Ha
CTaInyu JIEKOMIICHCAIIMU TIPW Pa3BUTUM HEIOCTa-
TOYHOCTH KPOBOOOPAIIEHNSI.

YacroTa BCTpeYaeMOCTH KIMHWUYECKU 3HAUM-
MBIX HapYLUEHU pUTMA cepALia B AETCKOU MOITyJIs-
My oueHuBaetcs: Kak 22,5 Ha 100 000 [30]. ITpu
9TOM TaXUAPUTMUU SIBISIOTCS HanboJiee pacpocT-
paHEHHBIMM HapYILIEHUSIMU PUTMA CPEAU BCEX BO3-
pacTHBIX Trpymnn. KinmHWdeckn 3HAYMMBIEC Taxu-
ApUTMUM MMEIOT OMMOJaibHOE BO3PACTHOE pac-
MpenejiecHue ¢ BBICOKOW TIPeICTaBICHHOCTHIO B
paHHEM BO3pacTe, CHIDKEHUEM YacTOThI K TPEeXJIeT-
HEeMY BO3pacTy M Pe3KUM €€ MOBBIIIEHUEM B IO~
pocTtkoBOoM nepuoze [15, 30].

TaxuapuT™Muu, pa3BUBIIMECS B MEPUOIE HOBO-
POXIEHHOCTH Yy IeTeit 6€3 OpraHnIecKoro Imopaxe-
HUA cepjla, MOTYT CIIOHTAaHHO McYe3aTh B BO3pac-
Te crapiie ogHoro rona. Tak, T. W. Riggs u coast.

* Anpec s riepenucku: e-mail: arcentr@pedklin.ru

AHHAJIBI APUTMOJIOM NN, Ne 4, 2011



AHHAJIbI APUTMOJIOMNNn, Ne 4, 2011

6 AHHAJIBI APUTMOJIOTN, N2 4, 2011

OTMEYaloT, YTO YacCTOTa PEeLMAMBOB TaAXUAPUTMUM B
STUX clydyasXx He mpeBbiinaeT 29%, B TO BpeMsl Kak
TaxMapuTMUUM, pa3BUBIIMECS y AETel B BO3pacTe
cTaplie OJHOIO Tola, PeLIMIUBUPYIOT B 94% ciyda-
eB [29].

B panHeMm Bo3pacTe HanboJiee YacTO JMarHOCTU -
pyeTcsl mapoKcu3MalibHasi CylpaBeHTPUKYJISIpHAsI
taxukapaust (CBT). Bonee yem B 50% cityuaeB CBT
y IeTeit cumTaeTcs MANOnaTHIeckoii, B 23% cirydaeB
OHa BBISIBJISIETCS Ha (POHE BPOXIEHHBIX MOPOKOB
cepaua u B 22% — y neteit ¢ MaHU(ECTHBIM CUH/I-
pomoMm Bonbda—Ilapkuucona—VYaitra (BITY) [30].
IIpu >ToM 0OCOOEHHO BBICOKMI PHUCK CHHIpOMA
BITY xapakTepeH mjisi aHOMaJIMK DIIITEHA, KOp-
PUTUPOBAHHOU TPAHCMO3UIIUU MArUCTPaIbHbBIX CO-
CyIOB M TUIEPTPOodUYECKO KapaUOMMHOIATUU
(F'KMIT). Haubosee pacrpocTpaHeHHBIMU 2JIEKT-
podur3noNornuecKuMM BapruaHTaMy TaXUapUTMUM B
paHHEM BO3pacTe CUMTAIOT aTPUOBEHTPUKYJISPHBIC
(AB) pueHTpu TaxukKapauu. 3HAUYUTEILHO pexe B
paHHEM BO3pacTe AUarHOCTUPYIOTCS TIpeAcepaHbIe
PUEHTPU TaxukKapauu (BKJIto4asi TpereTaHue Mnpe-
cepauit) u AB-y3710Bble pUEHTPU TaxuKapAuu
(slow-fast u fast-slow). ABToMaTudeckasi mpeacepi-
Has Taxukapaus (BKIo4ass MHOTO(OKYCHYIO Tpe-
CepIHYI0 TaxXWKapaulio), GuOpwuIsiLus Ipeacep-
IUA M TaxuKapauss M3 MMUOKapia XeJayJo4KOB
BCTpeuaroTcs KpaliHe penko. Ilpu atom AB-y3no-
Basl DKTOIMMYECKasl U MpejacepaHasl aKTonuueckas
Taxukapauu 0oJiee CBOMCTBEHHBI IETSAM C OpraHU-
YeCcKMM TopaXeHueM MUoKapaa, B TOM YMCIe Te-
pPEHECILINM OTlepaTUBHOE BMEIIATENbCTBO B CBSI3U C
BpoxXaeHHbIMU Topokamu cepaua (BITC). XKeny-
moukoBbie Taxukapauu (KT) B aTomM Bo3pacte
BCTPEYAIOTCS OTHOCUTEJbHO PEIKO W IMPeacTaBiie-
HbI HEYCTOMYUBOM UJIU YCTOMYUBOW UaAMONIATUYEC-
KOIM TaxukKapauei U3 BBIBOOHOIO OTAEIa IPaBOro
KENyIouKa, UIAMOMATUYECKOU JIEBOXETYI0YKOBOMN
TaxukKapaueu, a Takxke XeaylouyKOBbIMU (B TOM
Yucye MOJUMOPMHBIMU) apUTMUSIMUA Y OOJIBHBIX C
BIIC, TKMII u nepBUYHBIMU DJIEKTPUUECKUMU
3a0o0jeBaHUSIMU cepaua (rmoauMopdHas KaTexosa-
MuHepruueckasi KT, CMHIpOM yIJMHEHHOTO WH-
tepBajia Q—7, CUHAPOM YKOPOUYEHHOI'0 MHTepBaja
Q—T, cunapom bpyraga). CiaenyeTr OTMETUTD, YTO
MO YTOYHEHHBIM Ha OCHOBAaHWU CKPUHUHIA HOBO-
POXJIEHHBIX TaHHBIM O PACIPOCTPAHEHHOCTU CUH-
npoMa yaiauHeHHoro uHTepBaia Q—7 (CYUQT)
YUCJIO TOPAXXEHHbBIX B MOMYJSLIMUA MOXET JTOCTU-
ratb 1 Ha 2000 [32], u, cliemoBaTebHO, BBISIBUTH
BCE cJlydyau 3TOro 3aboJieBaHUs, aCCOLIMUPYIOILLE-
rocsi C BBICOKMM PUCKOM BHE3AITHOW CEpAECYHON
CMEpPTHU, MOKa elle He yIaeTCsl.

Hapsiny ¢ BemylmMMy 3THMONATOT€HETUYSCKUMU
MeXaHU3MaMHU pa3BUTHUs HAPYIICHW pUTMa, MMe-
JOIIMMM 3HAaYeHUE Ha MPOTSDKEHWU BCEro Meproa
JIeTcTBa, (OPMHUPOBAHUIO ApUTMUI B paHHEM
BO3pacTe CITOCOOCTBYIOT:

— Hajquuue (parMeHTOB CIIeLUATIN3UPOBAHHOM
NPOBOAALIEH TKAaHU CepALa, He TTOABepriIeiics pe-
30pOTUBHOI1 IeTeHepaliu;

— BpOXIeHHas U TpHoOpeTeHHAst OpraHnJecKast
natonorust cepaua: BIIC, kapaumomuonaTtuu, Boc-
MaJuTeIbHbIE TTOpaXKeHUs MUOKAP/A;

— (yHKIMOHATbHASA HE3PEIOCTh OCHOBHBIX pe-
TYJISITOPHBIX BET€TATUBHBIX LIEHTPOB, OTBETCTBEH-
HBIX 32 KapANOPECITUPATOPHBII KOHTPOJIb;

— JaucOajiaHC 3BEHbEB HEpOBETeTaTMBHOU pe-
TYJISILIMYA CEPAEUYHOTO pUTMa B MPOIIECCe COo3peBa-
HUS B TIepBbIE FOJbI XKU3HU,

— MepeHeceHHasl aHTe- W MHTpaHaTaJlbHasl TU-
nokcus [1, 4, 5].

PaHHee BBIBICHME XPOHUYECKUX HAPYLICHUIA
pUTMa ceplia HaMmpsIMYy1o CBsI3aHO ¢ 3(PHEeKTUBHOC-
ThIO MPEHATAJIbHON TUaTHOCTUKU, CBOEBPEMEHHOM
muardHocTukoil BITC, BuenpenneM DKI-CKpUHUH-
ra, BOBMOXHOCTSIMA THaTHOCTUKN CeMEWHBIX (Ha-
CJICICTBEHHBIX) apUTMUYECKUX CUHIPOMOB, a TaK-
XK€ C BBISIBJICHMEM T€HETMYECKUX MapKepoB pHCKa
Pa3BUTHUSI KIMHUYECKU U TIPOTHOCTUYECKU 3HAYU-
MBIX HapyLIEHW puTMa cepana M MpoBOAUMOCTH.

BHezamHag apuTMudecKast CMEPTh OIMCaHa y Je-
Teit panHero Bo3pacta ¢ CYUQT, cunapomom BITY
(JIEBOCTOPOHHSIST JIOKaJIM3alus), ImojHoir AB-0610-
kagoii, TKMII, a Takske >keayao4KoBbIMU 1 AB-y3-
JIOBOI DKTOIMMYECKON TaXHMapUTMUSIMU Y OOJTbHBIX,
olepupoBaHHbIX 1o rmoBoay BIIC [16, 22, 27].

BospacTHble npeespl 9aCTOTHI CepAeYHbIX
COKpallleHH} ¥ POJIb HAC/IeCTBEHHbIX
(akTOpOB B paHHEll AMArHOCTHKE
HapylleHu# puT™Ma

[IpeHaTalbHO W B paHHEM IOCTHATAJIBLHOM IIe-
puoje nuarHoctupyercs a0 25% apuTMuil, MaHK-
(ecTUpyOIINX Ha MEPBOM TOOY XHM3HU pebeHKa
[1, 10]. OcHOBHOE YMCIIO HapyLIEHUI pUTMa Y Oe-
Tei paHHero Bo3pacTa (10 60%) BbISIBISIETCS B MO-
JIMKJIMHUKAX, a TAKKe B CTaIlMOHapax o0IIero Mmpo-
bunsa, Kyma OeTM TOCITUTAIM3UPYIOTCS B CBS3U C
JIPYTHMU TTaTOJIOTMYECKUMM COCTOSTHUSIMU.

s cBOeBpeMEHHON AMArHOCTMKM KaK Taxh-,
Tak ¥ OpaarapuTMUi BaXKHOE 3HAaUeHHE UMEeT 3Ha-
HUE HOPMAJBHBIX TIPENEIOB YAaCTOTHBIX BO3PAaCT-
HBIX XapaKTEePUCTUK CEPAECYHOro puTMma. Tak, mpu
cpoke recraumu MeHee 25 Heny YCC moma He
IOJDKHA CcHMKAThcs MeHee 130 yn/MuH, a Tipu
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cpoke rectauuu 30 Hedg He JOJDKHA OBITH HUXKE
120 yn/mMuH. Kputepuem Taxukapauu y 1aoja c re-
CTallMOHHBIM Bo3pacToM 0Oojiee 30 Hem SIBIsIeTCS
YCC Bbiiie 180 yia/MuH, KpUutepueM OpaguKapaiu —
YCC menee 110 yn/muH [33].

Cpagy niociie poxaeHuss YCC 3qopoBoro pedeH-
Ka TIpeTeprieBaeT 3HAYMTEIbHbIE U3MEHEHMS, YTO
HEPEJKO 3aTPyIHSIET ee KOPPEKTHYIO OLieHKY. Kpu-
TEpUM TaXUKapAUU U OpaguKkapaud U HOPMATHUB-
HbIe 3HAUCHUSI KOPPUTUPOBAHHOTO MHTepBaia O— 1T
(Q—Tc) y neteii pa3HOTO BO3pacTa Ha MPOTSXKEHUU
MEPBBIX TPeX JIET XXU3HU, 1Mo gaHHBIM DKI'-ckpu-
HuHra aeteit Poccuiickoit @eaepaliniv, NpuBeACHbI
B Tabuie 1 [6].

B paHHel TOKIMHUYECKOM TUATHOCTUKE U TIPO-
(pnakTUKe BHE3aITHOM CepAeyHOIl CMepTU UMeeT
3HAUEHUE BBISBJICHUE TEHETUYECKU JIETEPMUHUPO-
BaHHBIX XKW3HEYTPOXKAIOLIMX HAPYLIEHUW puUTMa
cepaua. KiroueBbIMU MapKepaMu, ITO3BOJISIOIIMU
AHTEHATAJIbHO JMArHOCTUPOBATh CUHIPOM YIJIU-
HeHHoro uHTepBaia O—7 (CYUQT), sasasrorcs 3a-
PErUCTPUPOBAHHBIE C TTOMOIIBIO (PETAIBHOI MarHe-
ToKapauorpaduu Opanukapaus, AB-61okanga, xe-
JIyIOYKOBasl TaxXUKapAWusl WU TaxuKapaus TUIIa
«rmupyaT» [19]. KpaiiHe BaxeH ceMeliHbIii aHaMHe3
¢ a"Hanu3oM ciaydaeB BCC u cmHKONaabHBIX COCTO-
SIHUI Y YWIEHOB ceMbU. JIaHHBIE TI0 TIepUHATATBLHOMN
JUATHOCTUKE TMEPBUUHBIX DJIEKTPUUYECKUX 00Je3-
Heli cepaua orpanmyeHbl. Ha atom arane JITHK-au-
arHoCTUKa TpOBOAUTCS penko. Ilpu oTcyrcTBum
HeOJIaronpusITHOrO CeMEMHOro aHamMHe3a Haubo-
Jiee yacTbIMM yKazaHusMu Ha Hanuuue CYUQT y
MJIaJIeHIIa CYMTAIOTCSI: CUHYCOBasl OpaguKapaus C
MOCIIEAYIOIIMMU 3TU30IaMU XKeJTyJOYKOBON Taxu-
KapIuM U TaXUKapAuW TUIIA «IIUpy3T», AB-0510-
Kaza, CMHKOMAaJbHBIE 3MMU304bI, cymoporu [19].
I1py HaMVMUUKU B CeMbe T€HETUYECKHU MTOATBEPXKICH-
HbIX CJIy4aeB MEPBUYHbBIX BJIEKTPUUECKUX 3a00JieBa-

Tad6numa 1
Iepuentunbhbie 3HaYennst YCC u KOppUrnpoBaHHOTO
uatepsana Q—T (Q—1Tc) y nereii panHero Bo3pacra
110 JTAHHBIM TOMYJISIIMOHHOTO MCCienoBanus [6]

Bospact
IloxazaTenn
0—7 nueii| 1-5 mec |6—12 mec| 1—3 rona
YCC, yn/MuH
2 %o 100 110 99 77
50 %o 139 145 127 117
98 %o 180 192 185 183
0—1Tc, mc
2 %o 324 343 328 349
50 %o 395 408 389 410
98 %o 491 477 463 458

HUI cep/iia He0OXOAMMO MPOBEIEHUE TEHETUYECKO-
ro KOHcCyJbTupoBaHusl. [1pu poxaeHun B Takoii ce-
Mbe pebeHKa obs3arenbHa peructpauust DKI cpasy
nocie poxneHus u nipopeaeHue JJHK-gnarHoctuku
JIUISI CBOEBPEMEHHOI'0 Ha3HAueHWsl Teparnuu, Ha-
MpaBJIeHHOK Ha nepBUYHYIO mpoduiakTuky BCC.
PsiioM snunaeMuoOJOrMuyecKuX HucciaeaoBaHUM
HalJieHbl TeHETUYECKUE Ne(PEKThI, OTBETCTBEHHbIE
3a TOBbIIIeHHbIN puck pa3putust BIIC. I1pu atom
YCTaHOBJICHO, 4TO BhIsIBIeHHBIC pu BITC Hapyte-
HUS 9KCIIPECCUU Psifia TPAHCKPUTIIMOHHBIX (PaKTO-
poB, Takux Kak NKX2.5, TBXS5, GATA4, npuBogsar
TakKe K HapyllieHn1o (GOpMUPOBAHUS TPOBOASIIEN
cuctembl cepaua [21, 28]. Ha cerogHsmHuii 1eHb
YCTaHOBJIEHBI MOJUMOPGU3MBI TEHOB, ACCOLIMUPO-
BaHHbBIE C BBICOKMM PUCKOM Pa3BUTHUS pslla Hapy-
LIEHWI pUTMa U TPOBOAMMOCTU CepIlia, a TaKXKe
BCC [22]. OGHapyXeHHbIEe TeHETUUECKNE 0COOEH-
HOCTM MOTYT BHECTM BKJIaJ B OLIEHKY IPOrHO3a U
BBISIBJICHUE JIATEHTHBIX (pOpM 3a001€BaHUIA.

Kinnnueckas xapakTepucTuka
¥ IPUHIMIIbI MeTUKaMEHTO3HOM Tepanuu
TaxXHapUTMHI B PaHHEM BO3pacTe

TaxuapuT™MuM y aeTeii paHHEro Bo3pacra xapak-
TepU3YIOTCS pa3HOOOpa3reM KIIMHNYECKUX U DJICKT-
PODUZNOIIOrMYECKUX MPOSIBJICHUI, YaCTO TIPUBOISIT
K BBIPaXKEHHOMY HapyILIEHUI0 OOILEero COCTOSIHUS
pebeHKa, HepeaKo COIMPOBOXAAIOTCS HEIOCTaTOU-
HOCTBIO KPOBOOOpAIIEHUST U MOTYT MOCTYKUTb MPU-
ynHoit BCC. OHu MoryT oOHapyKuBaThCS €IIe BO
BHYTPUYTPOOHOM IIepHOJe, COIyTCTBOBATb Opra-
Hu4eckoii rarojoruu (BIIC, xkapnuTel, KapAnOMMIO-
MMaTuu), BO3HUKATh KaK OCJOXHEHUE TOCie Kap-
JMOXUPYPIMYECKOTo JieyeHUs (MHUIM3UOHHBIE Ta-
Xukapauuv). B OOJbIIMHCTBE CiydyaeB JdaHHBIC,
yKa3blBalOIIKEe Ha OpraHMYeckKoe MopakKeHue cep-
11a, OTCYTCTBYIOT, U TaKyl0 apUTMHUIO TIPUHSITO CUM-
TaTh uauonaruyeckoi [12, 13].

Humpakapouanvrvle Mexanuzmbl pazeumus maxu-
apummuil Toapa3yMeBaloT HAIMUKEe aHATOMUUYECKUX
U 3JIEKTPO(PU3UOJOTUUYESCKUX YCIOBUN TSI BOZHUK-
HOBEHUSI aHOMAJIBHOTO 3JIEKTPOGU3UOIOTUTIECKOTO
BO30yXK1eHUs1 Muokapaa. st popMupoBaHUs 3/1€K-
Tpo(U3UOJIOTUIYECKOTO CcyOCcTpaTa TeTepOTOITHOM
ApUTMUU B PaHHEM JIETCKOM BO3pacTe UMEET 3Haye-
HUE CoXpaHEeHUe dMOPHUOHAJIBHBIX 3a4aTKOB MPOBO-
nsuieit cucteMbl. Hanbonee pacripocTpaHeHHBIMU
BJIEKTPO(PU3UOJOTMISCKUMU BapUaHTaMU CyMpa-
BEHTPUKYJISIPHBIX TaXWMApUTMUIA Yy HETEi paHHETo
BO3pacTa SIBISIOTCS AB-pellMnmpoKHbIe TaXUKapIUU.

[Mpu napokcuszmanvuoii CBT Haubosee pacrnpo-
CTpaHEHHBIM BapUAHTOM SIBJISIETCS OPTOIPOMHASs

AHHAJIBI APUTMOJIOM NN, Ne 4, 2011
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peLMITPOKHAs TaXUKapaus, Ha 10110 KOTOPOW MpU-
xomutcs o 80% ciydaeB. 3HAYUTETHLHO peXe, YeM
y ZIeTell CTapllero Bo3pacTa, B paHHEM BO3pacTe
BcTpeyaeTcss AB-y3/oBasi pUeHTpU TaxukKapausi, B
OCHOBE KOTOPOI JIEKUT TaK Ha3bIBacMas IBOMHAsT
dusuonorus AB-coequHeHus ¢ OTHOMOMEHTHBIM
HajinyueM (PYHKIIMOHAJIbHO MEIJEHHOro U (hyHK-
LIMOHAJIbHO OBICTPOro IyTeit mpoBeaeHus [15].
Cpenun 31eKTpo(U3NOJOTUYESCKUX MEXaHU3MOB
XPOHUYECKMNX Henapokcusmanvivix CBT B paHHeM
BO3pacTe HamboJiee YacTo BCTpedaeTcs Mpeacepi-
Has skTorus (95%).

Oco0y10 Tpy1Ily OpeacTaBIsSiOT AETU C apUTMU-
SIMM, Pa3BUBLIMMUCS TOCJE XUPYPIUUECKUX BMeE-
mareabcTB Ha cepaue [7, 8]. IMaumentsr ¢ BIIC
MPEAPACIIONOXEHbl K HApYyLIEHUSIM pUTMa IOCIe
XUPYPTUYECKUX OTIEPAIii B CBA3U C IPeIoTIepariy-
OHHOI MUOKapauadibHOU AUCOYHKIIMEH, a TaKXKe
UHTPAOIIEPALIMOHHOM TPaBMOW MPOBOALIIEN CU-
cTeMbl cepaua u Muokapaa. IposenenHsiii B Hayu-
HOM 1IEHTpPE CepAeYHO-COCYAUCTOW XUPYPruu
M. A. H. bakynesa PAMH ananu3 aputmuii y netei
M0 MPUHLUMY KOHMIMKTHOCTU MPOBOASIIEH CHUC-
TeMbI cep/ilia U 00J1aCTu OMepalluOHHOTO BO3/IeCT-
BUSI TIO3BOJISIET TIPOTHO3MPOBATh BAPUAHT apUTMUM
U BEPOSITHOCTh €€ Pa3BUTHUSI MOCJe KOPPEeKUUU
BIIC [8]. Tak, moka3aHO, 4YTO IPY BMeIIATeILCTBAX
B 00J1aCTU CUHYCHOTO y3J1a 1 AB-coeauHeHus (Kop-
PEKIINS YaCTUYHOTO aHOMAJIBHOTO JIpeHaka JIeToY-
Hbix BeH (HAJIJIB) ¢ nedbekToM MexKeaTya10uKOBOMK
neperopoaku (JAMZKIT), uzonuposanHoro YAJIJIB
¢ BITY) nau6onee yacto pa3BuBaeTcs AMCGHYHKIINS
cuHycHoro y3na. [Tmactuka JIMXKII B 18% ciy4aeB
COTIPOBOXKIAETCS Pa3BUTHEM TIOJTHOM AB-610KasI, a
paguKaiabHas Koppekuus cioxHbix BITC ¢ JIMXII,
KoH(IMKTHas ¢ AB-coennHeHreM, cormpoBoKIaeTcst
BBICOKMM pucKoM (6osiee 20%) passutist AB-y3io-
BOIi BKTOMUYECKON Taxukapauu. B orcyTcTBre KOH-
(hukTa ¢ mpoBoasIIEl CUCTEMOM cepilia apuTMUHA
CBSI3aHbI C IMOCJIEOINEePALIMOHHBIM OTEKOM M HOCST
00paTUMBIiT xapakTep. K 1oCTIKeHUSIM COBpeMeH-
HOI KapAUOXUPYPTUX OTHOCSIT YMEHbIIIEHNE YMCIa
rocJjieonepalMoHHbIX 0J0Kaa, B CBSI3U C YeM B
CTPYKTypEe TOCJIEOTepPAllMOHHBIX apUTMHUI HaM-
OOJIBIIIYIO aKTyaJIbHOCTh MPUOOPETAIOT reTePOTOI-
HBbIe TaXMAPUTMHUU TIPH COXPAHEHUM 3HAYMMOCTH
JIUC@YHKIIMU CUHYCHOTO y3J1a [2, 3].

Brcmpakapouanvhvlie MexaHu3mbl TaXUAPUTMUIA
BKJIIOYAIOT HApyLIEHUE HEUPOBETreTaTUBHOM pEry-
JISILMU ceplieyHoro putma. 1j1s1 aeteit paHHero Bo3-
pacTa ¢ UINOTaTUIECKUMU TaXMAPUTMHUSIMU XapaK-
TEPHO CHUXEHWE PEe3epBOB aJamnTallid CUCTEMbI
HEHpPOTeHHO! peryisimuu puTMa U ociabiieHue

aJanTalMoOHHO-TPO(GUUYEeCKON (PYHKIMU CUMIATHU-
YEeCKOro OTesia BereTaTUBHOW HEPBHOW CUCTEMBI.
C BO3pacToM, BILJIOTH JIO 3aBEPIICHUS IMyOepTaTHO-
ro mepuona, pojib HEepoBEereTaTUBHBIX MEXaHU3-
MOB PETYJISIIIUN CEPIeYHOTO pUTMa B (hOpMHUPOBa-
HUU U TIOAACPKaHUU 3JIEKTPUUYSCKON HeCTaOuIb-
HOCTU MUOKapja HeyKJIOHHO ToBbiaercs [12, 13].
V neteil moclie XUpPYpPrudyeckou KOppeKIUu
BIIC umeroT 3HaueHUe Takue (haKTOPhI TTOBBIIIECH-
HOTO pHCKa Pa3BUTHUSI apUTMHUI B paHHEM IOCTIe-
ornepaluroHHOM MepUuoje, Kak MeTaboJInyecKre Ha-
pYLIEeHUS, 2JeKTPOJIUTHBIN nucOasaHC, MOBbILIE-
HUE agpeHepTUYecKUX BIMSHUM Ha cepale Kak
CTpPECC-OTBET Ha XUPYpPruyeckoe BMeEILIaTebCTBO
WIN BBEIEHNE NHOTPOIHBIX CPeaCTB [8].
Cynpasenmpuxyisipnvie maxuxapouu BbISIBISIIOTCS
B Pa3IMYHBIX ITeANATPUUECKIX TPYIIIAX ¢ OOIIeH Ja-
croroit 1 Ha 250—1000 nereit v B 90% ciydyaeB ripes-
CTaBIICHbI pUeHTpU TaxukKapausiMu. B 50—60% ciry-
yaeB CBT perckoro Bospacta MaHubecTUpyeT Ha
repBoM rofy xkusHu [34]. B Tex ciaydasix, Koraa Taxu-
Kapaus pa3BUBacTCs B BO3PACTe CTapIlie OMHOTO roa,
BEPOSITHOCTh €€ PEeLUIMBOB IOBbIIIaeTcsa 10 94%.
Oxkodo 75% neteit panHero Bo3pacta ¢ CBT He ume-
10T OpraHMYecKoii matosoruu cepaua [26]. Cpeau ne-
teit ¢ CBT Ha ¢done BIIC okono 10% cocraBisiioT
0OJIbHBIE C aHOMATHEN DITTeiiHa U 8% — GOJIbHBIE C
TPaHCMHO3UIIMEN MarucTpabHbIX cocynos [20].
AB-peuunpokHas taxukapaus (ABPT) ssnser-
cs1 Haubosiee pacrpocTpaHeHHOM popMoit (peTaib-
HO# TaXxMapuTMUU U TIPU JJIUTEJIbHOM CYIIECTBOBA-
HuM accouumpyercs ¢ 50% pHUCKOM pasBUTHUS Y
MJoAa 3aCTOMHOM CEpIEeYHOM HEIOCTAaTOYHOCTU
[24]. Knmuanyecku a100ast popMma napokcuzmanbHoll
CBT y nereil TiepBbIX TpeX JIET KU3HU IIPOTEKaeT
Oosiee TsKE0, YEM B CTaplleM BO3pacTe, U 4acTo
COITPOBOXKIACTCS OBICTPO HApaCTAIOIIUMHU MTPU3HA-
KaMM HEAOCTAaTOUYHOCTU KpOBOOOpalleHUs. DTO
CBSI3aHO C TUTOXOH MepeHOCUMOCTBIO PpEOCHKOM BHI-
cokoit YHCC Bo BpeMsl TNpHUCTyIa, MOCTUTaloLIEei
250—320 yi1/MuH. Bo BpeMsi 1JIUTEIbHOTO MapoOKCU3-
Ma CHIDKAeTCsl yaapHbIii 00beM, YBEeIUUUBaeTCs 00-
1iee nepudepudeckoe ConpoTUBIEHUE, UTO COMPO-
BOXIAeTCs HapyIIeHHMEeM PErMOHApHOTO KPOBOTOKA
BO BHYTpeHHMX opraHax, B ToMm uucie [ITHC u muo-
Kapge [12, 14]. LlupkagHbIii XapaKTep apUTMUN ME-
€T MPOTHOCTUYECKOE 3HAUYEHUE TMPU MAMOINaTUYeC-
koii mapokcusmanbHoit CBT. Haubonee Tsikeno
MPOTEKaIOT BEYepHHE M HOYHBIE TApOKCU3MBI, a
CMellleHUe LIMPKAIHOCTY Ha JHEBHOE BpEeMs Mpe-
LIECTBYET YMEHBLICHUIO PELIMANBOB U OOJIETYEHUIO
KYMUPOBAHUS MPUCTYIIOB, HATIPUMeEDP, paHee Hedd-
(PEKTUBHBIMU BarycHbIMM npodamu [15].



JIEKLNN 9

Boigensiior HaciaenacTBeHHYIO (opMy CHMHApoMa
BITY. MoJekynsipHO-TeHETUYECKUI JUarHo3 Kak
MpU CIOPATUIECKOM, TaK U MPU CeMeHOI (hopMme C
AyTOCOMHO-JOMMHAHTHBIM THUIIOM HAaCJIeTOBAHMUS
cunapoma BITY B Hacrosiiee Bpems YTOUYHSIETCS.
Onucana peakas ¢popma cunapoma BITY ¢ ayrocom-
HO-PELIECCUBHBIM TUIIOM HacJIeOBaHUs, MPU KOTO-
PO KIIMHUYECKUI (PEHOTUI XapaKTepHU30BaJics Ha-
JnareM npeaBo30yxkaeHus Ha DKI, gacTteiMu ma-
poxcu3dmamu CBT um GpuOpwIsiium mpeacepauid,
MporpeccupyoniuM HapyiieHueM AB-nipoBoaumoc-
TU B COYETAHUM C TUIIepTpodueit Mruokapaa (Tadi. 2).

VY nereit mepBbIX TpeX JIET KM3HU COOTHOILLIEHUE
XPOHUYECKON HenapokcuzmanbHoil W TapoKCU3Mallb-
Hoit CBT cocrapnser 1:1,5, B To BpeMsI KaK y AeTei
CTapIIEro BO3pacTa OHa BbISIBJISIETCS 3HAUYUTENIBHO pe-
Xe, B cooTHolleHun 1:5—6. [1potekast 6e3 BUAMMBIX
CHMITOMOB MPU CYOBEKTUBHO YIOBJIETBOPUTEILHOM
COCTOSIHUM peOeHKa, JJIUTEJIbHO CYIIEeCTBYIOIIAs Ta-
XUKapaus B TedeHne 2—6 Mec (B 3aBMCHMOCTHA OT
YCC) MoxeT NPpUBOAUTH K Pa3BUTUIO apUTMOTCHHOM
IMC(PYHKIMKM MUOKapa — TaK Ha3bIBaéMO apuTMO-
TeHHON KapIMOMMOIIaTUU. DTO COCTOSIHUE XapaKTe-
pu3yeTcsl IUiaTalueit moyocTei cepaia U CHUXKeHU -
€M COKPaTUTEIbHOI (DyHKIIMKY MUoKapaa. YeM MeHb-
111e BO3pacT peOeHKa 1 BbIIIE YacTOTa FeTepOTOITHOTO
pUTMa, TEM paHblile Pa3BUBAIOTCS ITPU3HAKU HapYyIlle-
HUSI BHYTPUCEPIEYHON reMOIMHAMUKW U HEHAOoCTa-
TOYHOCTU KpoBooOpanieHus [14, 15].

HuddepeHumnanbHasg TUarHOCTUKAa MapOKCU3-
MaJIbHOM 1 HemapokcuzmanbHoit popm CBT B kiu-
HUYECKON NMpPaKTUKE NPUHLUMUIIAAIBHO BaXKHa, TaK
KakK COIMNpsIKEHA C CYIIECTBEHHBIMU Pa3IUUMUSIMU B
TaKTUKe BeleHUsl O0JbHbIX. B ciydyasx KoHcTaTa-
UM TIAPOKCU3MAJIbHOM TaXWKapAuU HEOOXOAUMO
MPUCTYIaTh K HEMEUIEHHOMY KYITUPOBAaHUIO MPU-
CTyIa, B TO BpeMsl KakK B Cyyasix HEMapoKCU3Mallb-
Hoil CBT skcTpeHHbIE MEpONPUSTUSI TTPOTUBOIMO-
Ka3aHbl, a BBeIeHWEe OOJIbILIUX 103 aHTUAPUTMUYEC-
KHX TPENapaToB, a TAKXKe UX COYETAHUN MPUBOJAUT
K pa3BUTUIO KOJIJIATICA U 1aKe K OCTAHOBKE cep/lia.

OuOPpUUIALINS TIPEACePANH SBISIETCS OMHUM U3
HaMMeHee W3YYEHHbIX HapyLIeHUM CcepaedyHOro
puTMa B paHHEM JIETCKOM Bo3pacte. J[laHHOe Hapy-
IIEHNEe pUTMa cepAlla KpaliHe penko MaHU@ecTH-
pyeT B 3TO# Bo3pacTHoil rpymnre. Cpeay 3TUOIO0TU-
yecKux (pakTOpPOB OOJIbIIOE 3HAUYEHUE MpUHAaIJIe-
xut BIIC. Haubonee yacro MII pasBuBaercss Ha
(poHe TpaHCTIO3ULIMK MarvcTpaibHbIX APTEPUIA, Jie-
(bekTa MexXmnpencepaHON Ieperopoaku, TeTpajabl
®anno, aTpUOBEHTPUKYIIPHON KOMMYHUKAIIMH,
AHOMAaJILHOTO JpeHaxa JIETOYHbIX BEH, BPOXICH-
HOW MUTpaJIbHOW HEAO0CTaTOYHOCTH, aHOMaJUu

OmreiiHa [10, 14]. Pa3BuBiuasics BHyTpUyTpOOHO
GUOPUILISALIMS TIPEACEPANI COMPSIKEHA C BBICOKUM
PHCKOM pa3BUTHS BOASHKM TII0[a U TpeOyeT Hesa-
MeIJIUTEIbHOrO KynupoBaHusi. [1pu O0OIbLIMHCTBE
BIIC nosiBiaenue GpuOpuIsLIuM Npeacepanii pe3ko
yXyIlIaeT TeYeHHe 3a00JIeBaHMSI M CIIOCOOCTBYET
0oJiee OBICTPOMY pa3BUTHUIO AeKOMIIeHcauu. B To
K€ BpeMS BCTPEYAIOTCS ClIydyad MIMOTaTHYeCKUX
dopm DII. AB-npoBeneHue, Kak MpaBUIIO, YCKO-
peHo u cocrasisger 2:1 u 1:1. Ha cerognsiHmit
JIEHb YK€ YCTAaHOBJEHbBI TCHETUYECKHUE MEXaHU3MBI,
JIekale B OCHOBe HaclieACTBEeHHBIX ¢dopm PII
(cM. Taba. 2). OnucaHbl Ciy4ad M30JMPOBAHHOTO
TpereTaHus Mpeacepanii y 110/1a U HOBOPOXKIEHHO-
ro mpu IpueMe MaTepblo KOKanHa 1 ornuartos [18].
Keaydouxoevte maxuxapouu (2KT) 3HaUUTEIHHO
MeHee pacIpoCcTpaHeHBl B paHHEM JIEeTCKOM BO3pa-
CTe, YeM CYMpPaBEHTPUKYISPHbIE, U UMEIOT IIUPO-
Kyl0 BapuaOeJbHOCTb KIMHUYECKMX MPOSIBICHUI
[1]. DT apuTMuM BCTpevyaloTcs y AeTeil Kak ¢ aHa-
TOMUYECKU 3I0POBbIM CepLeM, TaK U Ha (hOHE Op-
TaHWYECKNX U3MEHEHMI CepIeyHO-COCYINCTOM CH-
CTEMbI, a TakKXe IOCjie XUPYPruuyecKuxX BMella-
TEeJbCTB Ha OTKpbITOM cepaie. Kitaccubukauus
JKEJTYIOYKOBBIX TaXWKapIWil B JETCKOM BO3pacTe
YUMUTBHIBACT TOTHMUYECKYIO JIOKAIU3ALMIO apUTMUU
(JreBOKEITyIOUKOBAsI, IPABOXKEITYIOUYKOBasI); MeXa-
HU3M Pa3BUTHUs (PUEHTPHU, IKTOMUUYECKUI (hoKyc,
TPUTTEPHAs aKTUBHOCTB); MOP(OIOTHIO apUTMUU
no naHHbIM DKI' (MoHOMoOpdHas, moauMopdHas,
JIByHarpaBJieHHasl ); KIMHUKO-3JIeKTPO(DU3UOJIOTH -
yeckue (popmbl Taxukapauu (Imapokcu3MalibHas
WM HemapoKcu3MajbHasl, YCTOMUMBAsl WU HEyc-
TOMYMBasT; TeMOAMHAMUIECCKH CTaOMIbHAS MU He-
crabunbHas) [15]. s neteit panHero Bo3pacta KT
SIBJISTIOTCSI PENKOW IMaTOJOTHUEeH, B CBSI3U C YeM HX
KIMHHUKO-31eKTPODU3NOJOTUUECKIE XapaKTepHC-
TUKU U MPOTHO3 U3y4YeHbl HeaocTaTouHo [25]. XKe-
JTyIOYKOBas TAXUKAPIUS MOKET Pa3BUTHCS Y IETEH C
MEePBUYHBIMU DJIEKTPUYECKUMU 3a00J1eBaHUSIMU
cepiala, pabioMuOMaMM, TMCTUOLIMTOMIHON Kap-
IMOMMoOIaThel WM ObITh MAMoNaThUeckoi [13, 25].
[TapoxkcuamanbHbie (hOpMBI He MpeBhIIaioT 10% ot
Bcex ciiyuaeB KT M B OCHOBHOM IIPEICTaBJICHbI
(haCLHUKYISIPHON JIEBOXETYIOYKOBO TaxuKapaueun
(puc. 1). OHU COIMPOBOXKIAIOTCS OBICTPBIM Pa3BU-
THEM BbIPAXXEHHOTO HApYILIEHUS CaMOYYBCTBUSI —
BSLIOCTBIO, OTKA30M OT €/ibl, PBOTOM, 0JIETHOCTBIO
WM LIMAaHO30M, OJBIIIKOM, YBEJIMIECHUEM TICUCHU.
VY neteii mepBbIX MeCSILIEB XU3HU MTPUCTYIIbI TPOTE-
KaloT HauboJee TSKEI0 W COMPOBOXKIAIOTCS pa3-
BUTUEM HEIOCTATOYHOCTU KpoBooOpaleHus. [1o-
CTOsIHHO-Bo3BpaTHble (opmbl KT, Kak mpaBuio,
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Tabnuma 2

Monekyﬂﬂpﬂo-reﬂemqecxne MapKepbl HaCJleIlCTBeHHOﬁ naroJjaoru, acCCoumupoBaHHbIC
C HApYIIeHWsIMH PUTMA Cep/lia y jieTeil panHero Bo3pacra [27]

Bapuant

Jlokyc
XPOMOCOMBI

[eH/ GeaKOBBIM MPOIYKT

Tun
HacJeg0BaHus

N3meHeHne
MOHHOTO TOKa

Jlomst 60BHBIX
C JJaHHBIM
reHoTurom, %

Cunapom Pomano—Yopaa

LQT1

11p15.5

KCNQI1
o-cyObeIMHULIA
KaJIMeBOTO KaHajia

Al

IKs\ll

30-35

LQT2

7q35-36

KCNH2 (HERG)
o-cyObeIMHULIA
KaJIMeBOTo KaHajia

IKr\l'

25-30

LQT3

3p21-p24

SCNS5A
0.-CyObeIMHUILIA
HaTPUEBOTO KaHaJla

lNaT

LQT4

4q25-q27

ANKB
aHKUpUH-B

=

INa, K‘l’
INCX‘I/

<1

LQTS

21g22.1

KCNEI
B-cyobenuHuua
KaJ1eBOro KaHasa

IKs\|/

<1

LQT6

21q.22.1

KCNE2
B-cyOobenuHuLIA
KaJIMeBOro KaHasia

IKr\|/

<1

LQTY

3p25

CAV3
KaBeoJIMH 3

=

INaT

LQT10

11923.3

SCN4B
p4-cyobennHuna
HATPHUEBOTO KaHasa

lNaT

LQT11

7q21-22

AKAPY/Yotiao

IKS"’

LQTI2

20q11.2

SNTALI
CHUHTPOIUH

£ |&

INaT

LQTI3

11q24.3

KCNJ5
G-0eok-cBsi3aHHasK
CyObeIMHUIIA KaTUeBOTO
kaHana (GIRK4)

£

IKKir3.4 J/

Cunnpom JIxepsemta—Jlanre—HuibceHa

JLNI

11pl5.5

KCNQI1
0.-CyObeTMHULIA
KaJIMeBOro KaHaja

AP

IKs\|f

JLN2

21g22.1

KCNEI1
B-cy0benuHuUIIA
KaJIMeBOro KaHasia

AP

IKs\lf

Cunapom AHnepceHa— TaBuia

ATSI (LQT?)

1723

KCNIJ2 (Kir2.1)
0.-CyObeIMHULIA
KaJIMeBOro KaHaja

All

Ll

50

Cunapom Tumorn

TS1 (LQTS)

12p13.3

CACNAIlc (CaVl.2)
o-cyObeIMHULIA
KaJIbLIMEBOI0 KaHajla

ICaLT

50
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OKoHYaHuEe TabAUI Bl 2

Jons1 607bHBIX
Jlokyc ., Tun WN3meneHue
Bapuant [eH/0enKoBbBI TPOAYKT C JaHHBIM
XPOMOCOMBI Hace10BaHus MOHHOTO TOKa
reHoTumom, %
BpoxneHHBII CMHIPOM CTab0CTH CUHYCHOTO y3J1a
CCCY1 3p21-p24 SCNS5A AP Inad —
0.-CyObeIMHULIA
HaTPUEBOTO KaHaja
CCCy2 15q24-q25 HCN4 Al If} —
AKTUBUPYEMBII
TUTICPIIOJISIpU3ALIACIA
KaJMeBbIi KaHam 4
[Mporpeccupytoliiee mopaxeHue MPOBOMSIIEH CUCTEMBI cepia
[IITIC1 3p21-p24 SCNS5A Al | —
o-CcyobenMHILA
HaTPUEBOTO KaHaja
MIITIC1 19q13.32 TRPM4 Al It —
HacnencreenHast popma pubpuisinmm npeacepauit
DI11 11pl5.5 KCNQI1 AP I ! —
O.-CyObeTIMHULIA
KaJMeBOro KaHasna
dI12 10g22-q24 He uzBecten All - -
dI13 6ql4-16 He usBecren All — —
D114 21922.1-q22.2 MIRP Al It —
B-cyObenuHuIIA
KaJMeBOro KaHasa
Bpoxnennsiit cunapom Bonbda—Ilapkuncona—VYarita
'KMII/BITY 7q35-q36.36 PRKAG?2 Al — —
AM®-akTuBUpYyeMast
MPOTEMHKMHA3a

[Mpumeuanue: AJl — ayTocOMHO-IOMMHaHTHBIN; AP — ayrocomHo-peneccuBHbIit; LQT — cuHIpOM yIIMHEHHOTO
untepBasia 0—T; JLN — cunapom [IxxepBenna—J/lanre—Hunbcena; ATS — cunnpom AnnepceHa—Tasuna; TS — cunapom Tu-
motu; CCCY — cuHapoMm ciaboctu cuHycHoro ysna; ITITTIC1 — nmporpeccupyioliiee mopaxeHrue MpOBOASIIEH CUCTeMbI
cepaua; @I — bubpwursiuusa npencepauit; TKMIT — runeprpobudeckas kapauomuornarust; BITY — cunmpom Bosb-
(a—ITapkcuncona—VYaiira; I, — MeUIEHHBII KaJMEBbIii TOK 3a1€PKaHHOTO BbIIPSIMIIEHUS; Iy — ObICTPBIN KanueBblil TOK
3a/Iep>KaHHOTO BbINPAMIICHNST; i — KanneBblil TOK; Iy, — HaTpueBbIi TOK; Iy,  — HATPMEBO-KAIMEBBI TOK; [, — MeIeH-

HBII KabLyeBbli ToK; If — akTuBMpyeMblil TUneprionspu3almeii Kanuesblii To, Tok Ju @panuecko; Iy, — HaTpueBo-Kajb-

LUMEBOOOMEHHBII TOK; Iy iz 4 =l arp) — AT@D-4yBCTBUTENBHBIN KaINEBbIiA TOK; | — CHUXXEHUE; | — MOBBIIEHNE; 3BE310Y-

KOl 0003HaUYEHBI Criopagu4eCcKue ciry4yau.

JUTUTEJIbHOE BPEMSI TPOTEKAIOT OECCUMITTOMHO, OJI-
HAaKO MpHU BBICOKOI 4acTOTe M OOJIBIION IJIUTE/Ib-
HOCTH 3aJITIOB MOTYT COITPOBOXKIATbCS HApYIICHM-
€M BHYTPUCEP/IEUHOU reMOJAMHAMUKU C Pa3BUTUEM
APUTMOreHHOM NUCYHKIMU MuoKapaa. Mauomna-
TUYecKasi MOCTOsSIHHO-Bo3BpaTHas KT y neteit paH-
HEro Bo3pacTa 0e3 COITyTCTBYIOIIEH KapAualbHO’ 1
HaCJIEACTBEHHOUW MaTOJIOTMHA UMEET OTHOCHUTEIBHO
0J1arONpUSATHBINA TOJTOCPOYHbBII IMPOrHO3, OCOOEH-
HO B CJly4yasix MPpaBOXeyJ04YKOBOM JIOKATMU3ALIUH.

OcHoenbimu npunyunamu meouKameHmo3Hol me-
panuu maxuapummuil y 1eTeii paHHEeTro Bo3pacTa SB-
JISIIOTCS:

— HEeIOMYCTUMOCTb BbIXMIATEJbHON TaKTUKU
PV MAPOKCU3MAIBHBIX (POpMax HapylIeHUIA puTMa —
HEeoOX0MMO MaKCUMaJIbHO ObICTpOE KyMHUpOBaHUE
MapoKCU3Ma;

— Ha3Ha4YeHUWE MPOTUBOPEIUINBHON TEpaNAU Yy
0OJBHBIX C TApOKCU3MAalIbHBIMU (hOpMaMM Hapy-
LIIEHUI pUTMa;

AHHAJIBI APUTMOJIOM NN, Ne 4, 2011
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Puc. 1. TTapokcusmaibHast JieBoxXeaynoukoBast (hacuuKysipHast) TaxukapAusi y IBYXJETHEero pedbeHka 6e3 opraHuyec-
KMX U3MeHeHUH cepreuHo-cocyaucToit cucteMbl. YCC 150—170 yn/mun; otknonenne 30C ieso; QRS BV, — BITHIIT,

R/S< 1BV,

— MpodWIAKTHKA CepACUYHOM HEIOCTATOUHOCTH;

— OoJjblIMe A03blI MpErnaparoB Ha KWJIOTpaMM
Macchl Tejla pebeHKa 110 CpaBHEHUIO C IEThbMU CTap-
1IIEr0 BO3pacTa;

— npoduaakTUKa KU3HEYTpOXKaIoIIUX apuTMUiA
u BCC.

VY neteii ¢ mapokcu3MaabHOM Taxukapauei ¢ y3-
KM QRS-KOMIIJIEKCOM M CTaOMJILHONM TeMOJIMHA-
MUKOH 1IeJIecoo0pa3Ho HavyaTh KYIUPOBAHUE MPU-
CTyMa C MPOBEAEHUSI BaryCHbIX MPOO: KpaTKOBpE-
MEHHOTO, Ha 5 C, MOTPYXEHUS JUIA B XOJOTHYIO
Boay (pecieKc HBIPSIbIIMKA), TIepeBOpauYMBaHMS
pebeHKa BHU3 TOJI0BOM WM MPOBOKAIUK pedekca
HaTyxXuBaHMsI. He peKoMeHayl0TCsl B 3TOM Bo3pac-
Te TIPOBeIeHMEe TTPOOBI AlTHEepa, MaccaxX KapoTHI-
Horo cunyca [23]. IIpu HeaddekTUBHOCTU Baryc-
HBIX MPOO MPUCTYIAIOT K MEAMKAMEHTO3HOMY KY-
nupoBaHuo aputMuu (puc. 2). Ilpu Taxukapauu,
PE3UCTEHTHOM K BBEICHUIO aJIecHO3UHA, CJeIyeT UC-
KJTIOYUTH TIPEICEPIHYI0 SKTOIMMUIO M TpereTaHue
npencepauil. Bepanamui y nereil B BO3pacrte 10 Of-
HOTO TO/Ia He peKOMEHIYETCS B CBSI3M C BO3MOXKHO-
CTBIO PA3BUTHS BHIPAXKEHHOM TUTIOTEH3UMU.

Ecnu npuctyn coxpaHsiercsi rmocijie mocjienoBa-
TEJbHOTO BBEJAEHUSI aHTUAPUTMUUYECKHUX Mpernapa-
TOB U TIOSIBJISIIOTCS MPU3HAKU HEAOCTATOUHOCTU
KPOBOOOpAIIIeHNsT, TTOKa3aHO MPOBEICHNE CUHXPO-
Hu3MpoBaHHOU KapauoBepcuu (0,5—1—-2 JIx/Kr
rnocJyieqoBaTeIbHO; HEOOXOAMMO O0eCHeuyuTh ceaa-
1uuio). ITokazaHusIMMU J151 €€ TIPOBEIECHMSI SIBJISTIOTCS
®I1 u Tpeneranue peacepaunii, ABPT, AB-y3noBas

PUEHTPHU TaxuKapaus, KeayJI0uKOBask TaXUKapaus.
B mocineaHue roabl y nereil Halula MpUMEHEHUe
o6udasnast kapauosepcust (0,5—1 [x/Kr), mpu Ko-
TOPOI pa3psill 0Ka3bIBAET MEHBIIIEE TTOBPEXAAIOIIIEE
JeCTBUE, MO3BOJISIET NTOOUTHCSI paBHOMEPHOI Jie-
MOJIIpU3aliKi U PEeIOTBPATUTD MOSIBIEHUE KOHTY-
poB noBTopHOTro Bxoaa [9]. EcTh ykazaHusi Ha BbI-
COKYI0 3(P(PeKTUBHOCTh KYIMPOBAHUSI MAapPOKCU3-
MOB TpereTaHusl MpeAcepIuil Yy HOBOPOXIESHHBIX
METOJIOM UPECIUIIEBOJHON CTUMYJISILIMU TIpeACcep-
nuii [10, 11]. Janee, mpu coxpaHeHUW apuTMUU, 11O
SKM3HEHHBIM TTOKa3aHUSIM HEOOXOIMMO PELIUTh BO-
npoc 06 UHTEpBEeHUMOHHOM JieueHuu [9, 10]. TTpu
couetanny HapymeHus putMma ¢ BIIC nenecoo6-
pa3HO YCTpaHSATb MUMEIOIIMECS HApYLIEHUs B XOJe
OJIHOI OIlepalun.

Taxukapausi ¢ LIMPOKUM KoMruieKcom QRS Mo-
xeT o3Hauath KT, CBT ¢ abeppanueii xKenynouko-
BOro KOMILIEKCa, aHTUJAPOMHYIO TaXUKapauio Mpu
cuHapomax ITipeaBo30yxaeHus (BITY, arpuodac-
LIMKYJISIpHAsI U HOAOBEHTPUKYJIIpHAsI TAXUKAPAUH),
a TaKXKe HaJIKeJyJ0UKOBYIO TaXMKapAuIo y pedeHKa
¢ BIIC.

[TpoTuBOpeMAMBHASL Tepamnusi TaXuapuTMU
BKJIIOUAET JIBA OCHOBHBIX METOJIa — TepareBTUYeC-
KWIA 1 MTHTEPBEHIIMOHHBIN. ¥ nmeTeil ¢ Maccoil Teira
MeHee 15 Kr pagrodacToTHAsI KaTeTepHasi abialms
WMEET OrPAaHUYEHUS U3-32 TEXHUYECKHUX CIOXHOC-
Teil 1 6oJjiee BHICOKOU BEpOSTHOCTH Pa3BUTHUSI OC-
JIOKHEHUH, B CBSI3U C YEM MOXKET ObITh BbITTOJIHEHA
TOJIBKO TIO XXM3HEHHBbIM MoKa3aHUsIM. OCHOBHBIM



JIEKLNN 13

Pernctpaumsa 9K, 9KIM-MoHuTOpPMpOBaHME

CtabunbHasa remoamHammka

HecTabunbHasa remogvHammka

Y Y Y

Y

QRS y3kwnii, pgr’;lfﬂl;:bpl ??K::;'M QRS y3kwnii,
perynsipHbivi PUTM HeperynsipHbIi
(CBT) (pacumxynapras KT, | | o vepr1 Tr7)
aHTugpomHasi CBT)

QRS wupokunii,
HeperynisipHbIii PUTM
(DI, MKT, @)X, «nupyat»)

Y Y Y

Y

BarycHble npo0bl

Muranaumsa 100% kmucnopona

Y Y Y

Y

AT® BHYTPUBEHHO CTPYIHO O, 1 Mr/kr
MoBTOpPHO — 0,2 Mr/kr

Aepunbpunnauna 2—4 Jx/kr

Y Y

Y

U3onTun
(meTwn cTapwie ogHoOro
roga) BHyTPUBEHHO
MenneHHo 0, 1 mr/kr

HoBokanHamupg

7—10 Mmr/kr

BHYTPUBEHHO MEOJIEHHO

JIngokanH BHYTPUBEHHO CTPYIiHO O, 1 Mr/kr
MosTopHO — 0,5 Mr/kr

Y Y ]

Y

KopaapoH BHYyTPMBEHHO MeONEHHO 5—7 Mr/Kr

Cynbat marHust BHyTpUBEHHO 25-50 mMr/kr

Y Y

HoBokanHamug BHYTPUBEHHO
MenneHHo 7—10 Mmr/kr

Y Y \

Y

KopaapoH BHYTPBEHHO
MeaNeHHo 5—7 mr/kr

Kapauosepcus 1—-2 [ /kr

AnpeHanuvH BHyTpuBeHHo 0,01—0,05 mr/kr,

Yyepenys ¢ nedubpunnaumeri npy kynuposaHmm AX

Puc. 2. Anroput™ KynmupoBaHUs MApOKCU3MaIbHbBIX TAXMAPUTMUI Y IeTeil paHHETro Bo3pacTa (CTpesIKaMy yKa3aHo T0-
cjenoBaTebHOe MPOBeeHUEe MEPONIPUSITUI U BBEIEHKE MTPenapaToB)

MoKa3aHUEeM K MHTePBEHIIMOHHOMY JICUEHUIO TaXU-
KapJui y OeTei MepBbIX TPEX JIET KU3HU SBJISIETCS
KJIMHWYECKW 3HayMmasi U TeMOJIMHAMUYECKU He-
cTabuJIbHAsI ApUTMUSI, He TTOIAI0IAsICS KOHTPOJIIO
aHTHApUTMUYECKON Tepanueit [11].

VY nereil coO CTOMKMMM HENapOKCU3MAalIbHBIMU
HapyLICHUSIMU PUTMa CO CTAOMJIBLHOI reMOAWHA-
MUKOI B OTCYTCTBME HEJOCTATOUHOCTH KPOBOOOpa-
LLIEHUS U IPU3HAKOB Pa3BUTHUSI ApUTMOTEHHOM IUC-
(byHKIIMM MUOKapna 1iejaecooOpa3HOCTh Ha3Haue-
HUSI aHTUAPUTMMYECKON Teparuu OIpeacisieTcs
uHAuBUAYyanbHO. [lpeanouyreHue mnpu JeYEeHUU
apUTMUI y IeTeil paHHETO BO3pacTa OTIaeTcs Tepa-
MeBTUYECKUM MeToaaM. [Tocie KynmupoBaHuUs TIpU-
cTyna TaXWKapIuu TepexonsiT Ha TepopabHbI
npueM IpernaparoB. M3 aHTHapUTMUYECKHUX TTpera-
paToB y JieTeil paHHero Bo3pacTa HaubdoJee 3 dek-
TUBEH KOPIApOH, KOTOPBI Ha3HadaeTcsl B J03€
10—15 mr/kr/cyT Ha 7—10 CcyT ¢ TIepexoa0M Ha IO~
nepxuBatoiyio 103y 7—10 mr/kr/cyt [31]. T1pu ero
Hea3(pGHEKTUBHOCTH BO3MOXKHO Ha3zHadyeHUE Mporia-
(beHoHna (putmoHopma) B mosze 10—15 mr/kr/cyr
unu cotanekca B go3e 0,5—2 mr/kr/cyr. [Ipu ®I1 y

JIeTel C TIpU3HAKaAMU CEPIEYHON HETOCTATOYHOCTHA
JUIUTENIbHO HA3HAYaeTCsl IUTOKCUH B COYETAHUU C
IPYTUMU AHTUAPUTMUYECKUMHU TIperapaTaMu.
JnuTenbHOCTh MOJIepKUBAIOIIEH aHTUAPUTMUYE-
CKOW Tepamnuu OIpeAessitoT UHAUBUAYadbHO. OT-
MEHa TMPenapaToB MPOU3BOIUTCS MOCTETIEHHO, HE
paHee, 4yeMm depe3 3—6 Mec Mocjie HOpMaau3aluu
CEepIIEYHOTO pUTMA.

MMeroTcs ykazaHue Ha MCYE3HOBEHUE MaMOMa-
TUYECKUX HAIKEITYTOUYKOBBIX W XETYITOYKOBBIX
apUTMUIA B TeUEHUE TIePBOro rojaa Kn3Hu. BoisBie-
Hue y nereil ¢ uanonatudeckumu CBT HapyiieHui
HEUPOreHHOM PETYJISILMU PUTMA, TTOCJIEACTBUN Me-
PEHECEHHON aHTe- U TI€pUHATAJIbHOW TUIIOKCUU
CITy>)KMT OCHOBaHUWEM JUISI TPOBEJICHUST Kypca HEM-
poMeTaboIMUeCcKol Tepanuu. DTa Teparnusl, yauThbl-
Balollasi Tpopruueckoe BO3AeHCTBME Ha BereTaTuB-
HBbIE LIEHTPBI PETYIISINNA, HOPMAUIU3ALUIO KOPKOBO-
MOAKOPKOBBIX B3aMMOOTHOLLIEHUI, YyCTpaHEHUE
MoCAeACTBUI TUIoKcuuyeckux mopaxenuin LTHC,
MO3BOJISIET KOHTPOJUPOBATh 3IKCTpaKapAUaJIbHbIC
MEXaHU3MBl AapUTMUM W HEPEIKO CITOCOOCTBYET
HopMaM3auuu putMa [13].
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