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Kapouomuonamuu 6 demckom o3pacme duaeHOCMuUpyromcs. 00Cmamo4to pedko, a KAUHUHeCKAas KapmuHa
3ab01e6aHUs NPosAGAsiemcs CKyOHO. B dannoil cmamove anaauzupyomes: 0CHoGHble munvl KapoOUOMUOnamui,
BO3HUKANOWUX Y Demell, Npu SMoM 0co00e GHUMAaHUe YOeaeHO (haKmopam pucka u npopuiaKkmuKe He3anHoll
cepoeunoii cmepmu. Tak Kax eOUHCMEEHHbIM NPOsIGACHUEM 3A004e6aHUS MOMNCEM OblMb GHE3ANHAS CePOeHHAS
cMepmb, 8AJICHOE 3HAYEHUE UMEeIOm CMpamu@uKkaus GaKxmopos pucka u onpedenenue cmpameuu npogu-
Aakmuku. B cesnzu ¢ smum paccmampugaromest 0CHOGHble NOKA3AHUSL K UMPAGHAMAUUU Kapouogepmepog-oe-
@ubpurIamopos. Yuumoleas MarovucAeHHOCMb UMEIOUWUXCS UCCAe008ARULL, PEKOMEHOayUU no UMNAGHMA-
yuu Kapouosepmepos-0euopuriimopos y demeil Mai0 OMAUHAOMC OM MAaKogvlx 01 83pocavix. Kpome
moeo, y 0emeil 603MOJNCHO NOABACHUE OCAONCHEHUL 6 OMOANCHHOM NOCACONEPAUUOHHOM Nepuode nocie ycma-
Hoeku ycmpoiicmea. [loamomy ocoboe npeumyuecmeo umerom Kapouogepmepui-0edhuopurismopsl, ycma-
HOBACHHbIE NOOKONCHbIM CNOCOOOM, OOHAKO NO MEXHUHECKUM NPUMUHAM UX HeAb3sl UCNOAb306aMb Y Oemell
Mmaaduiezo go3pacma. B pamkax nacmosuezo 0630pa oocyscdaemes onvim npumMeHeHus MaKux ycmpoicme
6 neduampuu, Xoms Ha ce200HAUHUL OeHb 0CIMAMOUHO020 KOAUMECmEa OaHHbIX 00 d(hghekmusHocmu u 6e30-
NAcCHOCMU UMAAAHMAYUU Kapouogepmepog-0eubpuiiamopos y 3moi kameeopuu O0AbHbIX Hem.

Karwuesvie caoea: kapouomuonamus, Kapouogepmep-0eqpuopuiiamop, 6He3anHas cepoeunas cmepms,
gakmopul pucka.
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Cardiomyopathies in childhood are rarely diagnosed, and the clinical picture is rather poor. This article ana-
lyzes the main cardiomyopathies that occur in children, paying special attention to the risk factor and pre-
vention of sudden cardiac death. Since the only manifestation of the disease may be sudden cardiac death, it
is important to stratify risk factors and determine a prevention strategy. In this regard, discusses the main indi-
cations for implantation cardioverter-defibrillators. Given the paucity of available research, recommendations
for implantation of cardioverter-defibrillators in children differ little from those for adults. It should also be
noted that children may experience complications in the long-term postoperative period after the device is
installed. Therefore, cardioverter-defibrillators installed subcutaneously have a special advantage, but for
technical reasons they cannot be used in young children. This review discusses some experience in the use of
these devices in pediatrics, although there is currently insufficient data on the effectiveness and safety of car-

dioverter-defibrillator implantation.

Keywords: cardiomyopathy, cardioverter-defibrillator, sudden cardiac death, risk factors.

BBenenue

KapanoMuonatuu y aeteil BCTpedaroTcst J0CTa-
TOYHO PEIKO, UX PACIIPOCTPAaHEHHOCTh B MUPE CO-
crasisieT 1,1—1,5 cinygyas Ha 100 000 gereit B rom.
Kiounndeckn manHoe 3a0oieBaHUE MOXKET ITPOSIB-
JIATbCSI ONMHAKOBO KaK Yy B3POCJbIX, TaK U Y ACTei,
HO TIpU 3TOM MCXOAbI MOIYT OBITH pa3HbIMU [1].
JlaHHBIE O KapAMOMUOTNATHUSX Y IeTell OCHOBAHBI
JIaBHBIM 00pa3oM Ha MEXIYyHAapOIHBIX peecTpax
U HCCIEAOBAaHMSIX HEOOJbIIMX LIEHTPOB [2—4].
B cBs131 ¢ 3TUM B HacToOsI1Iee BpeMsI CYILIECTBYET He-
00XOTMMOCTH TIPOBEIEHUS 00JIee MacIITaOHBIX MC-
cleIoBaHMM, TaK KaK OTCYTCTBYIOT MpelBapUTeIb-
Hble AaHHBIE O haKTOpaX pUcKa BO3HUKHOBEHMSI
BHe3anHoi cepaeuyHoil cmeptu (BCC), cnenuanb-
HBIX METOJIaX JICUEHUs U He pa3paboTaHa cTpaTerusi
npodUIaKTUKK B JAaHHOM TpyIIie 3a00JIeBaHUIA.

B HacrosiiieM 0630pe aHATUM3UPYIOTCST Kapauo-
MHOIIATHH, KOTOPBIE Yallle BCTPEYAIOTCS B JETCKOM
Bo3pacTe, ux (akTopbl pucKa U MpoduIaKTHUKa
BCC. B KpyIlnHbIX peructpax, HalipuMep B CeBepo-
aMEPUKAHCKOM pEerucTpe AETCKUX KapIMOMHO-
natuit «North America Pediatric Cardiomyopathy
Registry» (PCMR, 1994), ormeuaercsi, 4To Haubo-
Jiee pacrpoCTpaHEHHBIMU SIBJISTIOTCSI AUJIaTallMOH-
Has Kapaunomuornatus (JKMIT) u runeprpoduuec-
kas kapauomuonatus (I'KMIT) ¢ mepBuuHoIi 3a00-
JieBaeMocCTbhio cootrBeTcTBeHHO 0,57 1 0,47 ciyyas
Ha 100 000 gereii B rox [5]. ITo maHHBIM APYrUX KUC-
TOYHUKOB, 0ojiee pacnpocTpaHeHHOU GopMoil
y neteit sinsiercss TKMIT ¢ yactoTtoii 3a6osieBaeMo-
ctu B mupe 2,9/100 000. TKMII BcTpeuaeTcs B AeT-
CKOM BO3pacTe yallle, YeM PECTPUKTHUBHASI KapIno-
muonatusi (PKMII). HeobxonMo OTMETUTH, YTO
HepenKo HaOIoaaeTCsl TAaKXKe HEKOMITAKTHBIN MUO-
Kapn nesBoro kenynouka (HMJLXK) ¢ pacmpoctpa-
HeHHocTbIo B Mupe ot 0,12 10 0,81/100 000 B 3aBU-
CUMOCTH OT Bo3pacTa. B mocienHee Bpemsi BcTpeya-

eTcsl Bce OoJiblle JeTeil ¢ apuTMOTeHHOUW Kapauo-
muonatueit (AKMII), koTopass M3Ha4YajabHO AUa-
THOCTUPOBAJIACh TOJBKO Y MOJIOJBIX JIIoaei [6].

BaxxHO OTMETUTB, UTO Y AeTell ¢ KapaMOMHUOIIA-
TUSIMU KJIMHUYECKass KapTUHA HesipKasi, B CBSI3U
C 4eM y TaKUX MaleHTOB HEOOXOIMMO MPOBEICHUE
paHHEe! IUAarHOCTUKU.

He3anH 9YHasA CMePTh
Buesannas cepaeunasa cme
y AeTel ¢ KapAMOMHONaTHAMH

BHezanHast cepaeyHast cMepTh y JIeTei ¢ Kap-
JMOMUOIATUSMU BCTpEUYaeTCsl JOCTATOUHO PEAKO —
or 1,3 mo 8,5 cinyyasg Ha 100 000 OOJMBHBIX B rom
B Mupe [7]. OmHaKo CyLIECTBYIOT CJIOXKHOCTH B IIPO-
BEJICHUN MPO(PUIAKTUUECKUX MEP B JAHHOM IOy~
JISILMU JETe ¢ YIEeTOM TeTepOreHHOCTH M3BECTHBIX
clydaeB. Y OOJNBIIMHCTBA AETeN B Bo3pacte OT | ro-
na 1o 4 ner BCC oOycioBiieHa 3J1eKTpo(pU3M0I0T-
YeCKUMU U3MEHEHUsMU B MuoKapae. Cpenu rnaiu-
EHTOB 0oJIee cTapIllero BO3pacTa yallle BCTPeUaroTCs
Mopdoiiornueckre nsMeHeHust B cepaue [8]. Bos-
HukHoBeHue BCC 3aBucHT OT TUITa KapaIMOMMOIIA-
THU, Bo3pacTa U moja pedeHka. OTMedaeTcs, 4To
B rpymre aereii B Bo3pacte ot 5 10 10 et puck BCC
HIZKE, YeM B TPYMIIax MalMeHTOB BO3PACTHBIX KaTe-
ropuit oT 1 roga 10 4 net u crapiue 15 net. bonee
Bbicokuit puck BCC oTrMeuaercst y O0JbHBIX MyX-
ckoro nosia — cootHoleHue 2:1 [9]. Uto kacaetcs
TUMa 3a00JieBaHMSI, TO CPear KapaAuOMUOIIAaTUi OC-
HoBHOM npuunHoit BCC B nepBylo ouepenb SIBISIETCS
I'KMII, 3arem caenyror AKMIT u JIKMII [10, 11].

PexomeHpanmu 1o MMIUIAHTALIMKA KapaUOBEPTe-
poB-nepudpumastTopo (KBAD) y aeteit mango ot-
JINYAIOTCS OT TaKOBBIX 7151 B3POCJIBIX B CBSI3U C Ma-
JIOUMCJIEHHOCTBIO UMEIOIIMXCST UccieaoBaHuii [12,
13]. Takum obGpa3oMm, (paKTOpPBl PUCKa, BBISIBICH-
HbIE y B3POCJbIX MALIMEHTOB, PAacCMAaTPUBAIOTCS
U Yy JeTeil, HEeCMOTpsI Ha OTCYTCTBUE aleKBaTHOW
Baympganuu. C 1IeJbI0 BTOPUYHON MPOMUIAKTUKU
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umiianTanusgs KBJ® mokasaHa pyu reMoguHaAMK-
YeCKM HECTAOMJIbHOU KENyIOYKOBOW TaXUKapauu
(2KT), ycroituuBoii ctabunabHoit 2KT 1 mauueHTam,
peaHMMHUPOBAHHBIM TIOCJIE OCTAHOBKHW cepila.
[Tpu 3TOM NMpU HaMWYUK TOKa3aHUI HeoOXoauma
nepBudHas npodunakruka (mpu JKMII nmmiaan-
tauust KB ® pexoMeHgoBaHa naluueHTaM, Y KOTO-
pBIX OTMedaeTcs HHM3Kas dpakums Beiopoca (PDB)
JIXK (30—35%), a Takke TeM, KOMY 3aIUIaHMpPOBaHa
nepecanaka cepaua) [14].

Tuneprpoduyueckas kapAuOMHIONAaTHS

Otuonoruss 'KMII y gereil BKIoyaeT nu3MeHe-
HUS B capkoMmepax, 00JIe3HU HaKOIUIeHUsI, HEHpo-
JereHepaTUBHbIE MUTOXOHIApPUAIbHBIE O0JIE3HU
[15]. OObIUHO M3MEHEHMSI B capKoMepax JUarHoc-
TUPYIOTCS B TIOIPOCTKOBOM BO3pacTe, yallle BCEro
BCTPEYAIOTCSI HEBPOJIOTMYECKUE Y MBIIIEUHBIE T1aTO-
Jjoruu. M3BeCTHO, YTO 3TUOJIOTUSI BO MHOTOM 00YC-
JIOBJIMBAET JOJTOCPOYHBIN MTPOTHO3. Y OeTeil OTMe-
yaeTcs 0oJsiee BBICOKAsl BEPOSITHOCTh BO3HUMKHOBE-
HUSI KETYTOYKOBBIX apUTMUM, HEXEIU Y B3POCIIbIX
[16]. Xynmmii mporHo3 HabJogaeTCs y AeTei ¢ cep-
IEYHOM HENOCTATOYHOCTBIO, HU3K0i1 DB, GoblIoin
TOJILLIMHON 3aAHEN CTEHKW W MEPEeropojKu Ha MO-
MEHT MOCTaHOBKM AuarHosa. JleTsiM, Tak e Kak
U B3POCJIBIM, PEKOMEHIYETCS IPEKPATUTh COPEBHO-
Bare/ibHbIE BU/bI criopTa. B HacTosilee Bpemsi He-
M3BECTHO, HACKOJILKO CYIIIECTBEHHO OeTa-0JI0KaTo-
Pl CHIDKAIOT pUCK Bo3HUKHOBeHUs1 BCC, Tak Kak
JaHHble, MOATBEpXIarlue UX 3PHOEKTUBHOCTD,
He3HauuTeabHble [17]. dpyrum Oojiee BaXKHBIM BO-
MPOCOM SIBJISIETCSI CHMXKeHUe pucka pa3putusi BCC
IIpYU YMEHBIICHUM TOJILIMHBLI IMEPeropoaku. Tak,
B OTHOILIEHMHU B3POCJIbIX MALIMEHTOB UMEIOTCS JaH-
HbIE€ O TOM, UTO YMEHbIIIEHUE TOJIIMHbBI TIEPErOpOI-
KM MOXeT CHU3UTh puck pasputusi BCC, B To Bpe-
MsI KaK B KOTOpTe JeTeil yoenuTelbHbIe pe3ybTaThl
110 3TOMY BOIIPOCY B HACTOSIIIEE BpeMsl OTCYTCTBY-
10T, IPY 3TOM I'PAJUEHT HA BEIBOJHOM OT/IEJIe JIEBO-
ro xenynouka (BOJIK) He Bcerna cBsizaH ¢ 00s13a-
TeJIbHBIM Bo3HUMKHOBeHHeM BCC, B oTainyue ot cu-
TyaluM cO B3pOCAbIMU nauueHTamu [18].

B orHomennn nmmiantauuu KBA® ¢ 1esnbio
nepsuyHoii npodmiaktuku BCC eBpomeiickue
1 aMEpUKaHCKME PEKOMEHIALIMM HE COTJIAaCyIOTCS
[12, 13]. Tak, eBpomeiickrue peKOMeHIALUUU Mpe-
JlaraloT BbIUMCJIEHUE PUCKOB, KOTOPbIE HE BauIu-
pOBaHBbI [T fAeTeit 10 16 jteT. B maHHBIX peKoMeH1a-
LIMSIX B OTHOLLIGHUM JETel TpeaiaraeTcsl yauThbiBaTh
YeThIpe OCHOBHBIX (DaKTopa: MaKCHUMajabHas TOM-
muHa cteHku JIZK 6onee 30 MM, 0OMOpPOKHM HesiC-
HOTO TeHe3a, HectabmmbHag KT m ceMelHBII

anamHe3 BCC. Mmmiantauus KB/J® nokasaHa
MpY HaJUYMU IBYX U 0ojiee KIMHUYECKUX (DaKTO-
poB pucka [12]. B amepukaHCKMX peKOMEHIAIIMASIX
MpeIIoKeHa TaKasl Xe cXeMa cTpaTugUKalum hak-
TOPOB PUCKA JJIsI B3POC/bIX U IeTei ¢ rurnepTpodu-
YecKoi Kapamomuornarreir. OqHako B HUX paccMa-
TPUBAIOTCA MATh (PAKTOPOB, U3 KOTOPBIX TPU SIBJISI-
FOTCSI OCHOBHBIMHU — 3TO ceMeiHbIN aHamHe3 BCC,
runeptpodus JIZK, cuHKomnaibHble COCTOSIHUST HE-
SICHOM B3TUOJIOTUU; TIPU HAJWYUKU OJHOTO W3 HUX
nokazaHa uMiutaHtauuss KBJ®. /IBa ocTaBLIMXCS
dakTopa SIBASIIOTCS HE3HAYNUTEIbHBIMU — HEYCTOM -
yuBast KT u cHUXXeHue apTepualbHOTO AaBIEHUS
npu pusnyeckoi Harpyske [13].

B.J. Maron et al. nogiep:xany Takylo CTpaTeruio
crparugukanuu ¢pakropoB pucka. B 2013 1. 224 ne-
TsiM ObLT uMIIaHTUpoBaH KBJA® (13 Hux 188 ma-
IMEeHTaM — C IIeJIbI0 TIePBUYHON MPODUIAKTUKA
BCC; 77% nauyeHTOB, MMEBIIMX CapKOMEPHYIO
I'KMII, a Takxke CUMIITOMHBIE ITAaUMEHTHI OBbLIM
HUCKJIIOUEHBI U3 uccienoBanus) [19].

Y nanmeHToB, KOTOPHIM NMITTaHTHpoBamn KBJIdD
B paMKax BTopuuyHoI1 npoduiaktuku BCC, yacTo-
Ta pa3psiia 6aTapeu Oblla JOCTAaTOYHO BBICOKON —
14% B Tom (y TAIIMEHTOB TIPU TIEPBUYHOU TTpOdu-
naktuke BCC — 3,1% B roa). Hanbonee pacripocTt-
paHeHHBbIM (PaKTOPOM pUCKaA SIBJsIACh TUMEPTPO-
¢usa JIK, 3aTeM cemeiiHbIiI aHaAMHE3, pexXXe — CUH-
KOMaJbHbIE COCTOSTHUS HESICHOM aTronoruu [19].

B 2019 . G. Norrish coBMecTHO ¢ rpymnioii aBTo-
POB OIMyOJIMKOBAJIM HOBbIE JaHHbBIE, UCXOMISI U3 KPU-
TepueB eBporneiickux pekoMeHaauuii [20]. B uccne-
JIOBaHUM y4acTBoBaM 411 nereil, KOTOPbIM B TeUe-
Hue 5,5 roga Obula BBINOJHEHA MMIIJIAHTALUS
KBA®. [Tpu 'KMII u3 aHanu3a 6bUIM UCKITIOYESHBI
TakMe MPU3HAKU, KaK MeTab0JIMIYeCKre U3MEHEHUS
U HelipoMycKysipHble 3aboneBanus. Mtak, KBI®
OblIM MMILTaHTUpPOBaHbI 280 O00JILHBIM 0e3 (haKTo-
poB pucka, y 113 nmpucyTcTBOBal 0AUH (HhaKTOp pU-
CKa, ¥ TOJIBKO Y 16 MaimeHToB MMEINCh Ba 1 00Jee
¢akTopoB pucka. Takum o6pa3oM, YUUTHIBasi €BPO-
TeicKre peKOMEHIAINH, OOIBIITMHCTBY AalleHTOB
KBJI® OblmM MMIUIAHTUPOBAHBLI MPU OTCYTCTBUM
nokazaHuii [12]. [Tpu 3ToM puck BO3HUKHOBEHMUSI
>KU3HEYTPOKAIOUINX apUTMUIN Y TAallUeHTOB CEPhe3-
HO MOBBIIIAJCS C YBEJIUYEHUEM KOJMYECTBA KIIM-
HUYECKMX (AKTOPOB PUCKA, a TOJOXUTEITbHBIN
MPOTHO3 PEIKO UMET MECTO, YTO MPUBOIUIO K UM-
IUTAHTAIIMM YCTPOMCTB O3 aOCONIOTHBIX TTOKa3a-
HUI, C TOCIEAYIOIUMU JUIUTEbHBIMU OCJIOXKHE-
Husmu [20].

Takxe omyOJIMKOBaHBI APYrMe HCCIeNOBAHUA,
B KOTOPBIX OB BBISIBIICHBI JOMOJHUTEbHBIC (DaK-
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TOpBI, UTpaollrMe PoJjib B CTpaTUdUKaALMU pUcKa
y neteit ¢ TKMII. B 2017 . G. Norrish et al. mpoBe-
JIM MeTaaHaJInu3 JaHHBIX 3394 mamueHToB B BO3pac-
Te 10 18 neT. Bbuin BBISIBIIEHBI YE€ThIPE OCHOBHBIX
(pakTOpa pucka: mpealiecTByoIIe HeOJaronpusT-
HBbIe KapaUOJOTUIECKHE COOBITHS, HEYCTONIMBast
JKETYNOYKOBasl TaxuKapausi, OOMOPOKM HESICHOM
3TUOJIOTUHN U KpaliHss cTeneHb runepTpodum JIK.
B kauecTBe HOMOJHUTEIBHOIO BaxKHOTO (akTopa
aBTOpaMU yKasaH pa3mep JieBoro npeacepaus. Tak-
ke G. Norrish et al. B cBoeM peTpOCIEKTUBHOM MC-
clenoBaHUM pa3paboTajd HOBYIO MOJE/Ib CTpPaTH-
¢dukauuu pucka BCC y mereit ¢ 'KMII [18].
ITo pesynbraTaMm olleHKU HaHHBIX 1024 malueHTOB
miaaire 16 et Hanbosee MPOTHOCTUICCKI 3HAYM -
MBIMU KPUTEPUSIMH OBLTH CUHKOTIE HESICHOM 3THO-
Jloruu, crerneHs runeprpodun JIZK 1 pazmep neBo-
ro TIpeacepausi, B TO BpeMs KaK TpamMeHT Ha

BOJIZK 6611 06paTHO MpOMOPLIMOHATIEH PUCKY BO3-
HuxkHoBeHMs BCC. Heo0xonmMMbl 1ONTOJTHUTEILHBIE
WCCIIe0BaHUS ISl TTIOATBEPKACHUS 3TUX JaHHBIX.

N. Maurizi et al. npuBoaaT pe3ynbraThl 40-1eT-
Hero HaOmwoaeHust 100 gereit ¢ TKMII. Baxno ot-
METUTh, YTO B 3TOM CJIyyae TeHeTnIecKre (PaKTOPhI
cTtayiv ocHOBHbIMU B pa3Butuu BCC. TakuMm obpa-
30M, MALMEHTHI C JIIOOBIMU MyTallUsIMU (DUIaMeH-
TOB, a UMeHHO TportoHMHOB I u T, umenu 6osee BbI-
COKUIA PUCK Pa3BUTHUsI HEOJIArOMPUSTHBIX CEPAEYHO-
COCYIUCTBIX COOBITHI, B TO BpeMsI KaK BbIpasKeHHAsI
runeptpodust JIXK n HectadbunbHasa KT He accoum-
UPOBAIUCH € BbiIcOKUM puckoM BCC [21].

CrenyeT OTMETHUTD, UTO OOII1€ JaHHbIE 10 CTpa-
tudukauuu pucka BCCy nereit mpu 'KMIT otcyt-
CTBYIOT, OIHAKO Bce OOJIbllie MCCeIoBaTeNIeil yKa-
3bIBAIOT Ha ompele/eHHble (DaKTOpbl pUCKa, KOTO-
pble TIpUBEIEHBI B TAOIULIE.

OcHosubie akTopbl pucka BCC,
Bo3nukawume npu FKMIT, TKMII, HMJIZK u AKMII y nereit

Pexomennanuu
AaLmm, Kapmrnomuonartus ®daxkropsl pucka BCC
HCCIenoBaTeNnu

EBponeiickue 'KMII MakcuMalnbHas TOJIIIMHA JIEBOTO XeTynouka 6osee 30 MM WJIM CMHKOTIE

peKoOMeHAANU HEsICHOTO IreHe3a, HEYCTOMUMBas XKeqyA04KOoBask TaXuKapausi, CEMEMHbII
anamHe3 BCC

AMepuKkaHCKue 'KMII Bonbmme kputepun: cemeitHbpiii anamHe3 BCC, rurieptpodus ieBoro

peKOMeHAALU JKeJTyao4YKa, CMHKOMAIbHbIE COCTOSIHUST HESICHOM 3THOJIOTUH.
Mautble KpUTEpUU: TUTIOTEH3WBHASI PeaKIIUs apTepUaTbHOTO JaBJICHUS
Ha (pU3MYeCcKylo Harpy3Ky, HeyCToiuMBast KeJy10uKoBast TaXUKapaus

B.J. Maron et al. I'KMIT Boabiine kputepuu: cemelinbiii aHamHe3 BCC, runeprpodust 1eBoro
KEJTy104Ka, CAHKOMAIbHbIE COCTOSIHUS HESICHOUM 3TUOJIOTUM.
Masble KpuTepuu: TUMOTEH3UBHASI PEAKIUsI apTEPUAIbLHOTO JaBICHUS
Ha GU3UYECKYIO HArpy3KY, HEYCTOMUYMBAS XKeJYJA0YKOBask TaXUKapaus

G. Norrish et al., I'KMIT Bosibliivie KpUTEPUU: NIPENLIECTBYIOIIMI CEPCYHBII MTPUCTYI, HEYCTOUUYMBas

MeTaaHan3 JKeTyA0YKOBast TAXUKapIUsl, CAHKOIIE HESICHOU STUOJIOTUU.
ITpoMexxyTOuHbIe KPUTEPUU: TUAMETP JIEBOTO MPEACEPAUSI.
Masble KpuTepuu: BO3pacT U MoJ, HATNYUe KITMHUIECKUX CUMIITOMOB,
narosorunyeckue npossieHus JKI, peakius Al Ha pusuueckyio Harpy3Ky,
0o0CTpyKLMs BeIBOIHOTO oTaena JIZK, cemeitnbrit anamHe3 BCC

N. Maurizi et al. I'KMIT HavanbHble CHMIITOMBI, MyTallM (DUJIIAMEHTOB

G. Norrish et al. TKMIIT CHHKOITAJIbHOE COCTOSTHME HESICHOM 3TUOJIOTUM, HECTAOMIbHAS
JKeJIyI0uKOBast TaXMKapaus, pa3mep JIeBOro rnpeacepausi, runeprpodpust JIZK

PCMR Registry JKMIT JlnarHos, ycTaHOBJIEHHbIN 10 14 net, nunarauus JIZK, ucToHueHus 3aaHei
crenku JIXK (< 14 mwm), Huskas OB JI2K, npuMeHeHre aHTUAPUTMUYECKON
Tepanuu

EBporeiickue JAKMIT OB JIXK <35% y nauuentos co [1-111 ®K no NYHA, HecmoTps

U aMepUKaHCKUe Ha ONTUMAJIBHYIO MEIMKAMEHTO3HYIO TepaIuio

peKOMeHAAINU

NAACS HMJTX Cucronnueckast AUCHYHKIIMS, apUTMHUS

A.S. Te Riele et al. AKMIT CTpyKTypHBIE aHOMAJIUN

E.S. De Witt et al. AKMII benoxk PKP2, 3aboneBanus JIZK, BocnasieHue cepaia

Consensus AKMIT Bosbliivie KpUTEpUU: HeCTAOMIIbHAS KEeJTyJOUKOBast TaXUKapAus,

Document for AC MHULMAPOBaHHAs XKeynoukoBas Taxukapaus, @B JI2K <49%.
Manbie kputepun: Myxkckoii o, 6osiee 1000 xeyT0YKOBBIX 9KCTPACUCTO
B CYTKU, TUCHOYHKIIMS TTPABOTO XKETyI0uKa
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PCCTpI/IKTI/IBHaﬂ KapaIuOMHONIaTH A

PectpuktuBHass KMII y nereit umeer pasiny-
Hble MPOSIBICHUSI, KOTOpbIe BapbUPYIOT OT Oec-
CUMIITOMHOTO TE€YE€HMs OO0 pPa3BUTUSI CepAeYHOI
HEJIOCTATOYHOCTU, a TakKXe BO3HUKHOBEHUSI 00-
mopokoB uau BCC [22]. TTporHo3 npu U30a1po-
BaHHBIX (popmax PKMII xy:ke, yem nmpu KOMOMHMU-
poBaHHBbIX (dopmax. OTMETUM JIUIIb HECKOJbKO
(bakTOpPOB, KOTOpHIE MOTYT ITOBAMSATH Ha MCXO
y maureHToB ¢ PKMII: 3actoifHas cepaedyHast He-
JOCTaTOYHOCTD, UIIEMUSI, TaXUAPUTMUS, JIETOYHAsT
runepreH3us. Ilpu PKMII neyeGHbIe Meponpusi-
TUS KpaliHe orpaHUuYeHbl, a (haKTOpbl pUCKa pa3BU-
st BCC Heun3BecTHBI. B CBSI3M € 9THUM 17151 HEKOTO-
PbIX TIALIMEHTOB €AMHCTBEHHBIM METOAOM JICUEHMSI
SIBJISIETCSI TIepecaaka cepama.

JunaTanoHHas KapAHOMHONATH A

[To 7aHHBIM OITHOTO KPYITHOTO UCCIeI0BaHUS —
«PCMR Registry», B KOTOpoe OBLIM BKJIIOUEHBI
1803 pedenka ¢ JKMII, nnepeHeceHHBIII MUOKap-
JUT CIY>KAT HauboJjiee 4acToil IPUUNHOM pa3BUTHS
OKMII y neteit (40% cinydaes) [23—25]. dpyrumu
He MeHee BaxXHbIMU (paKTOpaMu SIBJISTIOTCS T€eHETU -
yecKre MPUYMHBI U TOKCUYECKUE BO3IEiCTBUS
[26]. B 3apy0GexxHOIi TUTepaType UMEIOTCST TaHHbIE,
corjlacHo KoTopsiM y 20% neteil ¢ mTMarHO30M
JAKMII cucrtonuyeckass GyHKUUS HOpMaaU3yeTcs
B TeueHUe 2 JIeT Ha KOHCepBaTUBHOI Teparuu, B TO
BpeMs1 Kak okosio 40% HyxXmaoTcs B Iiepecajke
cepaua wiv ymuparot [27—29]. Hajiuuue y manmeH-
TOB HEPBHO-MBIIIEYHBIX, METAOOINYECKUX UJIU MU -
TOXOHPHAJIbHBIX 3200JIeBaHU SIBISIETCSI BaXKHBIM
(hakTOpOM, OIpEACIAIONINM UCXO B JTaHHON CUTY-
au [30]. V gereil KiMHUYECKasi KapTMHA MOXET
BapbUpOBaTh OT HE3HAUYUTEIbHBIX CHMIITOMOB J0
CepIeYHON HEIOCTATOYHOCTU U KapAUOTEHHOTO
moka [31]. [Tpu aTOM y geTeli ¢ cepaeyHOi HenocTa-
TOYHOCTBIO OTMEUAETCsT 00JIee BEICOKMIA YPOBEHD 3a-
00JIeBAEMOCTU U CMEPTHOCTH, YeM Y B3POCIbIX IMa-
LIMEHTOB. B CBSI3U ¢ OTCYTCTBUEM KIIMHUYECKUX UC-
MNBITAHUI, KOTOPbIE OOKHBI OBITH CIELUATbHO
paspaboTaHbl JJisl AeTeil, moadop JeKapCTBEHHOM
Teparuy MOXET ObITh 3aTPYIHEH.

VY nereit ¢ AKMIT BCC gBnsieTcst peaKuM UCX0-
oM. KenynoukoBble apuTMUK U (prUOpo3 BCTpeva-
IOTCSI TaKXKe IOCTAaTOYHO pPeako (B OTIMYMUE OT
B3pOCJIbIX MallMeHTOB), TP 3TOM CMEPTHOCTb BO3-
HUKAET OT HECOCTOSITEIIbHOCTM HACOCHON (PyHK-
mun. K pakropam pucka BCC otHOCITCS: paHHUMIA
Bo3pacT, quiatauus JI2K, uctoHueHue 3aaHeit CTeH-
ku JIZK (MeHee 14 MM) IpU HATMYMHU CEPICYHOMN He-

nmocTaTogHOCTH 1 Hu3koit @B [32]. Tem He meHee
0oJiee TOYHBIX PEKOMEHIALMI IO MMIUIAHTALUKU
KBJ1® niisa geteii HET, B CBSI3U C YeM MPUMEHSTIOTCS
Te K€ PEKOMEHIAINH, YTO 1 TSI B3POCIIBIX MaIIUeH-
TOB. B eBporneiickux pekoMeHaaIusIX IpeaiaraeTcs
nmriuiaHTuposat KBA® nipu Hanmuunm reMoamHa-
MMYECKM 3HAYMMBIX KETYJIOYKOBON TaxuKapauu
n pubpmwmsaunm xenyagoukoB (PXK) (kmacc la)
U B KauecTBe MEePBUYHOMN MPOGUIAKTUKHU Y Talu-
€HTOB C KJIWHUKOW CepAevYHOl HeI0CTaTOUHOCTHU
(IT-1II ®K mo NYHA), ¢ Huskoit ®B (MeHee
35%), HecMOTpST Ha ONTHMAJIbHYIO KOHCEpPBAaTHUB-
Hylo Tepanuio [12]. AHamorMuHbIe MPEITOXKEHUS
cozmepxkarcs B aMepUKaHCKMX peKOMEHIAIIUSIX: T10-
KazaHuaMu st uMmriuiantanuu KBIA® ¢ nensio
MePBUYHON MPOPUIAKTUKHI CIIyKaT KIMHUIECKHE
MpOosIBJIEHUs cepeuHoi HenoctarouHocT, @B Me-
Hee 35% (¢ y9eToM ONTUMAaTbHOM KOHCEPBATUBHOM
Tepanuu) [13].

HexoMnakTHbI MHOKAp],
JIEBOTO JKeJy/[09Ka

Pacrnipoctpanennocts HMJIK B Mupe cocraB-
nstet 0,12 cayyas Ha 100 000 meTeir B Bo3pacTe 10
10 net, mpy 3TOM B MEPBBIN IO XKM3HM OHA COCTaB-
qasiet 0,81/100 000. /IlaHHOe 3aboseBaHUE MOXKET
BCTpeuaTbcsd B M30JMpOBaHHOM (23%) U cMmelllaH-
Hom ('KMIT ¢ HMJIK — 11% wimum HMJLK
¢ AKMII — 59%) BapuanTax |33]. Y meteii ¢ uzonu-
poBanHbIM HMJIK 3a0osieBaHMEe MOXKET IIPOTEKATh
C TSKEJIOW, TPOTPECCUPYIOLIEH CUCTOIUYECKOM
WM TUACTOIMYECKON AUChYHKLUMEH U pa3BUTUEM
JKM3HEYTPOXKAKIIUX apUTMUK UM TPOoMOO3MOO-
qii. [Ipu 3TOM y B3pOCIIBIX TPOMOOIMOOTUUECKIE
OCJIOXXKHEHMUSI BCTpevaroTes B 24% citydaeB. Xyniiie
MPOTHO3bI HAOJIIOJAIOTCS Y IeTel CO CMeIlIaHHBIMU
¢dopmamu, a 6osiee 0JarorpUSTHBIC UCXOAbI MOXHO
OTMETHUTH TIPY HOPMAJIbHOM CUCTOIMYECKON (DYHK-
mun [34]. Tak xe xkak u npu JKMII, cucronuuec-
Kast nucyHkuus u aputMmus npu HMJLK sBrsoT-
Ccs OCHOBHBIMM (haKTOpaMU pHUCKa BHE3AITHOMU
CMEepTH, U y JeTeil, UMEIOIINX NaHHbIe TTPU3HAKH,
HEeoOX0MMO paccMaTpuBaTh BOMIPOC 00 UMILIaHTa-
nuu KBA®.

HenaBHO ycTaHOBIIEHO, UTO MyTallUu B OejiKe
KaJabMOIYINHE (KaJbLUICBA3BIBAIOIINNA O€I0K)
MOTI'YT OBITh ACCOLIMUPOBAHBI C CUHAPOMOM YITH-
HeHHoro QT, YTO HepeaKo BCTpedaeTcs IIpH
HMJIZK. ¥V Takux nauMeHTOB 4acTO pa3BUBAIOTCS
SKU3HEYTpOXKaIolIie apuTMUN, KOTOpPble BO3HMKA-
IOT OYE€Hb PAHO M OOBIYHO MHIYLUPYIOTCS aJpeHep-
rMYECKOi akKTUBHOCTHIO. CylllecTByOIIas MeauKa-
MEHTO3Hasl Teparnusi HepelIKo OKa3bIBaeTCs HeI0-
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CTATOYHOI, ¥ B OOJIBIIMHCTBE CJIydaeB HeoOXoanuma
nMmiuiadnTauusg KBJA® [35].

ApI/ITMOI‘eHHa}I KapAuOMHOIIaTH A

Huarnoctuuyeckue kputepun AKMII paspaba-
TBIBAJUCH IJIsSI B3pOCbIX. [Ipn 3TOM HeKOTOphIe U3
HUX, HaIIpuMep MHBepcus 3yo1ia T, B HopMme BCTpe-
yaloTes y geteit [36]. B geTckoMm Bo3pacTe MOXKHO
HaOmonath aBe peakue ¢opmbl AKMII — 310 crH-
npom Kapsamxkana (Myrtaiusi B reHomMe ARVCS)
u 0ose3Hb Hakcoca (Mytauus B reHome ARVCI12).
O06a 3abosieBaHUs TMepeaalTcsl M0 ayTOCOMHO-pe-
1IECCUBHOMY TUITY HacienoBaHus. bone3ns Hakco-
ca BO3HMKAET M3-3a MyTalluy T'eHa IJaKorjoOuHa,
KOTOpast XapaKTepH3yeTCs TSLKETbIM TOPasKeHUEM
cepaua, npu atoM B 100% ciiyyaeB oHa IIpOsIBIISICT-
csl B TIOJPOCTKOBOM BO3pacTe M OTMEYaeTcsl BbI-
cokuii ypoBenb BCC (2,3%), KJIMHUYECKU TIPOSIB-
JIsieTcsl MajJbMapHO-TUIAHTapHOM KepaToaepMueit
1 U3MEHEeHusIMu Bosoc. Bapuanrom 6ose3nu Ha-
Kcoca siBisgeTcsl cuHapoMm Kapamkana, KOTOpbIi
XapaKTePU3yeTCsT TAKUMHM K€ TTOPAXKeHUSIMU KOXH
U TIPeUMYILECTBEHHBIM MopaxeHueM JI2K, koTopoe
mackupyetcs mmon JJKMIT [37].

KpaitHe mano wucciaegoBaHuii C(POKYCHUPOBAHO
Ha AeTsX ¢ 0ojiee pacIpoCTpaHEHHON ayTOCOMHO-
JoMuHaHTHOI (popmoit AKMII.

A.S. Te Riele et al. mpuBoOaSIT pe3yJibTaThl UCCIIE-
TOBaHMA 75 TTallMeHTOB MJaamie 18 jeT, B cooTBeT-
CTBUM C KOTOpPbIMU BrepBbie BbisiBlieHHass AKMII
y JeTeil XxapakTepusyeTcsl Bbicokoii yactotoit BCC
[38]. Takue ocnoxHeHus, Kak miurenabHas KT,
TpaHCIUIAaHTalMs Ceplala U CMepPTb, UMEIN MECTO
W Y B3POCIBIX TTAIIMEHTOB C WICHTUIHBIM ITHAarHO-
30M. B maHHOI1 rpymnme mauueHToB MyTalluu Oejika
iakoguarHa-2 (PKP2) vaiiie Bctpevainch y 6071b-
HbIX MyXcKoro 1oia (76%), npu 3TOM Bce NalyeH-
Thl 3aHUMAJIMCh PA3IMYHBIMU BUJAMU CIIOpPTA, pa3-
BUBAIOIINMU BEIHOCIMBOCTE. M3 3TOTO ClIemyeT BhI-
BOJI, YTO Uype3MepHas husznyeckass Harpy3ka MoxeT
MPUBECTU K PaHHEMY IPOSIBICHUIO 3a00JIeBaHMSI.
B Takmx ciydasx eBporeiickue M aMepuKaHCKHe
peKOMeHIalluu TIpeiaraloT MCKJIIOYUTh WHTEH-
CHUBHYIO (DPM3MYECKYI0 Harpy3Ky, Tak Kak OHa MOXKET
CIOCOOCTBOBATh MPOrPECCUPOBAHUIO 3a00JeBaHMS
u BosHukHoBeHmnio BCC [12, 13].

E.S. De Witt et al. onyOauMKoBanu pe3yJibTaThl
CBOEro MCCeloBaHUS, KOTOpOoe BKJoUaao 32 ciy-
yasg AKMII ¢ npeo6iagamoiinM IMopaxkeHUueM Ipa-
BOTO XeJIymouka (n= 16), 1eBoro xeixymodka (n="7)
i OouBeHTpUKyIspHoit AKMII (n=9). Ilpu
MPaBOXETYI0YKOBOI (hopMe 3abosieBaHMS yallle
BCTpevyasIich OCTaHOBKa cepaua n ycroumsas KT,

MPU KOTOPBIX WMAECHTU(PUIIMPOBAIUCH pa3IUYHbIC
myTauuu 6eaka PKP2 [6]. Tak Kak paHee omyoJu-
KOBaHHbI€ JaHHbIE HEMHOTOYMCIEHHBI U HeI0CTa-
TouHbl, y neteit ¢ AKMII ucronb3yiorcs Te e 1mo-
kazaHus K umruiantauuu KBA®, uyro u y B3poc-
JibIX. B eBponeiickux peKoMeHIalusIX OTMevaeTcs,
YTO C 11eJ1bl0 TIepBUYHON npoduitakTuku BCC um-
mwiantanus KBIA® ocyimecTBiasgeTcss Mpu OTHOM
WJIX HECKOJIbKUX (haKTopax pucka, a UMEHHO CUH-
KOIaJIbHOM COCTOSIHUM HESICHOM 3TMOJIOTMU, Ha-
crnenctBeHHOM aHamHe3e BCC, muchyHKIMuM mpa-
BOTO U JIEBOrO XeJya0oukKoB. YTo KacaeTcs BTOpUY-
HOM MpoGUIIaKTUKU, TO C LIEIbIO YCTPaHEHUS pUCKa
BCC ummiantauuss KBJI® ocyiecTBiasgeTcs npu
HeycroitunBoit 2KT u cHikenHoit @B [12].

OaHako B aMEepMKaHCKMX PEKOMEHIAIMIX OT-
MedaeTcsl, YTO HeoOoxoamumMo yctaHaBiauBaTh KBJIMD
MPU HAJIMYUU OJHOTO U3 (haKTOPOB PUCKA Y PEaHU-
MMPOBaHHbIX MaleHToB nocie BCC, npu ycroii-
yuBoit KT, a Takxke @B neBoro xenymouka MeHee
35% v 0OMOPOYHOM COCTOSIHMM, BI3BAHHOM CO-
OBITUSIMU apUTMOTeHHoro xapakrtepa [13]. HenaB-
Ho crieunanuctamu u3 18 uentpos CeBepHoii AMe-
puku u EBpomnbl OblIa COBMECTHO pa3paboTaHa
crpatudukanus HakTopoB pUCKOB, KOTOpasi OTpa-
Xana 5-netHuit nmporuos npu BCC. OgHako cTout
yuecTb, YTO OOJIBIIMHCTBO TAalMeHTOB, BKJIIOUEH-
HBIX B HccllenoBaHue, ObM pogoM ¢ KaBkasa, ¢ re-
HETUYECKMMU MYTalIUSIMU MPEUMYIIECTBEHHO B re-
He 6enka PKP2, B ¢Bs131 ¢ 9TUM yUMTHIBATh PE3YJib-
TaTbl U HKCIIOJb30BaTh AAHHYIO MOJIEJIb PHUCKOB
B JAPYIMX OBTHUYECKUX TpYMIlax MpeacTaBisieTcs
B HACTOSIIM MOMEHT MaJlouH(popmaTuBHbIM [39].
B GoJiee mo3aHeM corlacUTEIbHOM JOKYMEHTE IS
AKMII — «Consensus Document for AC» (2019 1)
OTMEYEHbI Te Ke (paKTOphl pUCKa, HO MPU 3TOM HU-
KaKMX OIpelesIeHHbIX PeKOMEeHIAlMi sl JneTei
naHo He 6bu10 [40].

B HacTosi111ee BpeMsi B COOTBETCTBUM C T€HOTU-
MOM TIAlLIMEHTOB TpPEJIaraloTcs JOMOJHUTEIbHbBIE
BapuaHThl cTpatudukauuu pucka. [lammeHTtam
¢ AKMII u myranueit 6enka ¢ocdoiambaHa mpu
pPa3BUTUM HEJOCTATOYHOCTH JIEBOTO XKEIyJA0ouKa,
camkenHoit @B (MeHee 45%) n HecTadbmbHOM KT
noxka3aHa uMmIniantanysgs KBJI® [41].

HcnonnzoBanne KBJI®
ans npodunakTuxku BCC

IIpu BeIsIBIEHUU Yy neTelt 3a00JieBaHUA, TIPUBO-
nsx K BCC, BaxkHyo posib B MPOMUIAKTUKE
rnociiegHeil urpaet mmimiaHtanus KBJI® ¢ yue-
TOM (bakTOPOB prcKa. CaMbIMM pacnpoCTpaHEHHbI-
MU TIoKazaHusIMU K uMiutantaunu KBA®d y nereit
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SIBJIIIOTCS BIIEPBbIE AUATHOCTUPOBAHHBIE XU3HE-
yrpoxaroiue aputMumn (40%), KapIHOMUOIIATUN
(30%) u BpoxkaeHHbIe TTopoku cepaua (30%) [42].
OpHako HEOOXOAMMO YYHMTHIBAaTH U OTHAJIEHHBIE
ocjoxHeHus: nocyie uMmruiaHtaiuu KBJIdD, oco-
OCHHO Y MOJIOIBIX ITAlIMEHTOB. Y B3POCJBIX 00JIb-
HBIX OCJOXHeHUs Tpu uminiantauuu KBI® Ha-
omopatorca B 3—8% cirydaeB. Takue ke MOCIEACT-
BUSI MOTYT OTMEYAThCS U Yy AeTeil IPU IJIATEIbHOM
pabotre KBJA® B coueTaHUM ¢ aKTUBHBIM 00pa3oM
KuszHu [43].

F. Migliore et al. mpuBOIIT TaHHBIE O BBICOKOI
YaCTOTE PA3BUTUS OCIOXHEHUIA Y MOJIOABIX MaLU-
€HTOB C KaHaJoMaTUSIMU U KapAUOMMOTIATUSIMMU,
y 9% OONBHBIX OTMeYalach HeaJeKBaTHas neduo-
puwusiiyst, y 21% ociioXHeHus: ObUIA CBSI3aHbl He-
MOCPEACTBEHHO C YCTPOMCTBOM (HEOOXOIMMOCTH
B MOBTOPHON omnepauuu, MHDeKus, TpomoodIe-
OuT, aljepruyeckasl peakiysi Ha CBUHEL, HEUC-
npaBHocTh KB/I®D) [44].

CormracHO pesyjbrataM MCCIEIOBAaHMSI, ITPOBE-
nenHoro B.J. Maron et al., n3 6osee yem 200 mamu-
entoB ¢ 'KMII ocrmoxuennst BosHukanu y 41%,
MpuyeM HauboJiee YacTo HaOIoaIUCh HealeKBaT-
Hast 1eDUOPUIUISALIMS U ajlJieprudeckast peakius Ha
CBUHEII, TIPU 3TOM OOJIBIIMHCTBY MAllMEHTOB YCT-
PONCTBO ObLIO UMILJIAHTUPOBAHO C 1IEJIbIO MEePBUY-
Hoi1 ipodunakTuku [19].

HeobxonuMo TakKe YyYUTHIBaTh, UTO Y MaJICHb-
kux gereit nmrutanTauust KBJA® u ero mporpam-
MUPOBAaHUE MOTYT OBITb 3aTPYAHEHBI B CBSI3U
¢ HeOOJIBIIMMU pa3MepaMu Tejla, YBeJIMYeHHOU Ja-
CTOTOM CEepAEYHBIX COKpalleHU U OBICTPHIM YBE-
JIMYEHMEM pOoCTa 1 Beca MauueHTa. Takum oopa3oM,
JUIST JAHHOM TPYMITBl OOJIBHBIX €IMHCTBEHHBIM Me-
TOJOM BbIOOpA SIBISIETCS] STMUKapAMaibHash UM-
mantaunss KBJ® ¢ pacrioioxkeHreM yCTpOMCTBa
MOAKOXHO B MepeaHei OpromHoi cteHke. OnHako
HEOOXOJAMMO YYUTHIBATh, YTO MPU TaKOM PACITIOJI0-
JKEHUM YCTPOICTBA MOTYT 4allle BO3HUKATh XUPYP-
TUYECKHE OCTOXKHEHUS.

B peectpe EFFORTLESS u pekoMeHaamusx mo
nMmriantauun KBA® Obuia mpoaHaan3uMpoBaHa
3P PEKTUBHOCTD ITOJKOXKHOTO CII0CO0a MMILIAHTA-
LIMU: B TEUEHHUE Troja OCJIOXHEHMS BCTPEUAIUCH
¢ gacroToii 8,4%, a HeameKBaTHasl JeUOPVITIISIINST
HaGmonanachk B 8,1% ciydaes [45, 46]. Y nauueH-
toB ¢ 'KMII ormeuanach addekruBHas padborta
npubdopa, aeuOPWLISLNS HE BO3HUKaIa TOJBKO
NpU HaJIMYUU OXupeHus. B manapHeilieM ObLIM
YCOBEPIIEHCTBOBAHbI aJrOPUTMbl PacIliO3HaBaHUs
APUTMUIA, YTO ITO3BOJIMJIO CHU3UTHh YACTOTY BO3-
HUKHOBEHUsI BHEOUEPEAHBIX UMITYJIbCOB TOKA.

V nanuenToB ¢ JIKMII Takke ycTaHaBIMBAIOTCSI
nonkoxHble KBJA®, ecinu mpu 3TOM OTCYTCTBYIOT
MoKa3aHus K PECUHXPOHU3UPYIOLLIECH Tepanuu, Tak
KakK MOTpeOHOCTh B CTUMYJISILIMM Y TAKUX OOJIbHBIX,
Kak mnpaBujo, Huskas. Ilpu stom ATD xopoiio
npuMeHsieTcs ¢ ueiblo KynuposaHusi KT y nanu-
eHtoB ¢ AKMII. Mosnoasim nanueHtaM ¢ XK mo-
Ka3zaHa MMITTaHTaus moakoxHoro KBJ® mpu ot-
cyrcrBun crabunbHoit XKT. IMpu ycranoske KB ®
HEOoOXOAMMO YUMThIBATh JaHHbIe CKpUHMHTa. OT-
punatenbHbiMu TIpeaukTopamMu BCC y mononbix
MalMEeHTOB SIBJSIIOTCS PACIIMPEHHBIM KOMILIEKC
QRS u ynnuHeHue uHTepBajia QT, aHaJlOrMYHbIE
MPU3HAKUA HAOJIIONAIOTCS U Y B3POCIIbIX.

HecMoTpst Ha Majoe KOJIWMYECTBO CYIIECTBYIO-
IIMX B HACTOSIIEEe BpeMs MCCIEIOBAaHUN MO HUM-
mwrantauny KBJI® y neTeii, HEKOTOpbIE aBTOPHI OT-
MeuarT 3hdekTuBHOCTh TpuMeHeHust KBA® mipu
KapAMOMUOTATHSIX.

Elite onHO ucciegoBaHue B KOropTe MauleHTOB
mouioxe 18 jet 6but0 npoBeaeHo M.S. Silvetti et al.
B 2018 r. ITgatHaguaty mamueHTaM (CpeaHUII BO3-
pact 15 snet, UMT 22,6 % 3,4 Kr/M2) UMIUTAaHTHPO-
BaJIM MMOJKOXHBIE YCTPOKCTBA C LEIbIO IEPBUYHOM
npodunaktuku BCC (93%). BaxkxHo oTMeTuth, 4TO
onepauug no nuMmutantauuyu KBJ® asisercs 6e30-
MacHo 1 3(pPeKTUBHOI, OnHAKO Y 27 % NallieHTOB
Pa3BWIUCh OCJIOKHEHMS, MOTpedOoBaBIlIMe XUPYpP-
TMYECKOro BMellaTe/bcTBa. Yaille 3To Kacanoch Ae-
Tell ¢ MHIEKCOM Macchl Tesia MeHee 20 kr/m2 [47].

3axiaoueHue

Y neteit ¢ KapAMOMUOIIATUSIMU JaHHbIE IO CTpa-
TUdUKaluu GakTopoB pUcKa orpaHuveHbl. B cBs3u
C 3TUM OlieHKa (haKTOPOB prcKa MPOBOJUTCS C yue-
TOM J@HHBIX, TTOJIYYEHHBIX Y B3POCIbIX MAlIUEHTOB.
ITockosbKy OeTu TOABEpPXKEHbI 00Jiee BBHICOKOMY
PUCKY Pa3BUTHUSI KaK PaHHUX, TaK U OTIaJEHHBIX
OCJIOKHEHUM, CBSI3aHHBIX C YCTPONCTBOM, HEOOXO-
NMMO YIUIyOJeHHOE M3ydeHre BceX (DaKTOpOB prcKa
B 9TOM BO3pacTHOU KaTeropuu nauueHToB. Kpome
TOTO, M3-3a HEOOJIBIIIOTO YMCIa NeTei ¢ yKa3aHHbI-
MU TMaTOJOTUSIMU, TIPU KOTOPBIX HEOOXOaMMa UM-
miaHTanuss KBA®, 3KOHOMUUYECKMII WMHTepec
K pa3paboTKe TaKuX YCTPOWCTB ISl JaHHOI BO3pa-
CTHOM TpyMIIbl MalMeHTOB HEBEIUK.

Kongauxm unmepecos
KoHauKT nHTEpecoB He 3asIBIIsSIETCS.
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