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OBLIAA XAPAKTEPUCTUKA PABOTDBI
AKTYaJIbHOCTDb TeMbl HCCJIeJ0BAHUSA

B crpykrype HapymeHui puTMa cepaua y AETeW OJHY U3 BEAYUIUMX MO3ULHNA 3aHUMAIOT
xenynoukoBeie aputMuu (JKA), pacripocTpaHeHHOCTh KOTOPBIX cocTaBisieT okoJio 20% (bapanos A. A.
u ap., 2016). IlpuurHamu pa3BUTHS KETYI0UKOBBIX HAPYIIEHUN pPUTMa CEpAlia y MALMEHTOB JIETCKOTO
BO3pacTa MOTYT OBITH BOCHAIMTENbHBIC 3a00JIeBaHUSI MHUOKAp/a, TeHETUYECKU JIETePMUHHPOBAHHBIC
KapIMOMHOTIATHH, BPOKJCHHBIE TOPOKH Cep/IIla, MEPBUYHBIE dJICKTPUUECKUE 3a00JI€BaHUs Cepla, a
TaKKe dKCTpakapauaibHas narosorus. Tem He meHee, y 50% neteit mocne o0Cie10BaHMs 3THOIOT U
XA ocraerca HeusBecTHOM. B nanHo# curyanuu KA TpaJUIIMOHHO CUUTAIOTCS «UIUOTIATUYECKUMI)
(Song M. K. Et al., 2010; Muser D. et al., 2020).

[lo MHEHWIO MHOTHX aBTOPOB, MIMOTIATHYECKUE JKETYJTOYKOBBIE HAPYIICHUSI PUTMa Cep/Ia y
JeTell XapakTepU3yIOTCS JJOOPOKAYECTBEHHBIM TEUCHHEM, HMEIOT TEHICHIMIO K CIOHTAaHHOMY
paspemenuto (Crosson J. E. Et al., 2014) u peaxo npuBoasIT K 1ucPyHKIINH *KeTyaoukoB cepama (Bertels
R. A. et al,, 2017). B To e Bpems y psiia MallMEHTOB YacTas >KelyJouKoBast skcTpacuctomus (XKJO) u
xemynoukoBas Taxukapaus (JKT) MOTyT mpUBOANT K BOSHUKHOBEHHIO JUJIATAIIMH TTOJIOCTEH cep/la 1
CHMKEHHUIO COKpAaTUTENbHOM criocoOHoCcTH MuoKapaa cepama (Bertels R. A. et al., 2017; Przybylski R.,
et al. 2024; Guerrier K., et al., 2015).

Cnenyer OTMETHTh, YTO TIO JaHHBIM ucciaenaoBanuit a0 7,1% npereir ¢ JKA, koTopsie
pacleHUBAINCh KaK HWIWONATHYECKWe, B XOJC JAWHAMHYECKOTO HAOJIONEHUS TIEepPEHECIn
HeOJIarompusTHBIE COOBITHS, TaKME KaK BHE3alHas OCTAHOBKAa KpPOBOOOpAICHWsS WM BHE3aITHas
cepueunas cmepth (Sengiil F. S. et al., 2021). DTo MOXeT CBUIETENHCTBOBATH O HEOOXOIUMOCTH
npoBeieHus1 OoJiee THIATENLHOTO JUATHOCTUYECKOTO MOKMCKa 3THOJoruu y Aetelt ¢ KA u cTpyKTypHO
HOPMaJIBHBIM CepAlleM 1o JaHHbIM 3xokapauorpaduu (OXO-KI), a Takke mnpu OTCYTCTBUH
JOCTOBEPHBIX KPUTEPHUEB HAIMYMS KaHAJIONATHH IO JAHHBIM CTaHJapTHOTO 00cienoBanus. B criopHbIx
U HEOJHO3HAUHBIX cClydasx [uis BepuUKALIUM JUarHo3a TMpUOETaloT K COBPEMEHHBIM
BBICOKOTEXHOJIOTHYHBIM METOJaM JHWarHOCTUKH, TaKUM KaK MarHUTHO-pe30HaHCHas ToMorpadus
(MPT) cepamna u MonekyasapHo-TeHeTH4Ieckoe TectupoBanue (Priori S. G. et al, 2013). B To ke Bpemst
BBISIBJICHHE HECHEIM(PUUECKUX HAPYIICHUH CTPYKTYpbl MHOKapaa npu BeimosHenun MPT cepaua, a
TaKk)Ke FreHeTUYECKUX BapUAHTOB HEOIPEIEICHHON KIIMHUYECKONW 3HAUMMOCTH, MOKET IIPUBECTHU K €Il
OoJibIIIeMy HETIOHMMaHUIo TeHe3a KA.

Ha ceromusimHuii JeHp HE CYLIECTBYET €IWHON CTpaTerud MEIUKaMEHTO3HOIO H
XUPYPruuecKoro JeueHus >KeMyJOUYKOBBIX HapyIICHWH pUTMa cepiua y Aeredl. AHTHapUTMHUYECKHe
npenapaTbl ciocoOHbI 3G(EKTUBHO MOJABIATH JKETYJOUYKOBYIO SKTOIHUIO U ABIISIOTCS MPUOPUTETHBIM
METO/IOM JIeUeHUsi y JeTel paHHero Bo3pacta. B Ttoxke Bpems, KA Moryr neMOHCTpUPOBATH
pedpakTepHOCTh K MEAMKAMEHTO3HOH Tepamuu, 4To TpeOyeT Ha3HAYeHHs KOMOWHHPOBAHHOM
AHTHAPUTMUYECKON Tepamuu, KOTopasi yBelInYnBaeT pUcK pa3BuTHs modounsix 3¢gpdexros (Chiu S. N.
et al.,, 2017). B nmocienHee Bpemsi Ha MEPBBIi TUIaH YCTPaHEHUs SKTOMUYECKUX OYaroB B MUOKapje
BBIXOJUT paauovyacToTHass kKaTerepHas abOmamus (PYA). [anHblii MeTon JiedeHHs SIBISETCS
paaukanbHbIM, gocTturas 3¢ dektuBHOCTH 90% MpHU HEKOTOPBIX JOKAIM3AIMIX IKTOIIMYECKOTO OYara B
KenmyJoukax cepiana. B To jxe BpeMs, KaTeTepHbIE METOMAbl JIEYEHUs aCCOLMHMPOBAHBI C PUCKOM
BO3HUKHOBEHUS HHTPAOTIEPAIIMOHHBIX OCIIOKHEHHH, B IIEPBYIO OYepe/ib Y NAllMEHTOB PaHHETo BO3pacTa
(Collins K. K. et al., 2013).

B mHacrosmmii MOMEHT HET UeTKHX KpHUTepueB OTOOpa MAIMEHTOB [UIsl TPOBEIACHHUS
MEJMKAaMEHTO3HOW Tepamuy, B TOM 4YHCIe BHIOOpa aHTHMApUTMHUYECKOro mpemnapara, uin PYA kak
MepBOi JMHHUM JieueHUus y aetel ¢ uamomnarudeckumu KA. Heobxomum mepcoHUPHUIIMPOBAHHBIN
MOJIXOJ K BEICHHUIO NeIMaTPUUECKOM IpyIIibl MallMeHTOB, OCHOBAHHBIN Ha BO3PACTHBIX OCOOCHHOCTSX,
KIIMHUYECKUX TPOSBICHUH, aHATOMHUYECKUX U IIEKTPO(DU3HOTIOTMUECKUX XapakTepucTukax KA.
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CreneHb pa3paGoTaHHOCTH TeMbI UCCIEI0BAHUS

B nureparype uMerTCs €IMHUYHBIE pPaOOThI, IOCBSIIEHHBIE OLIEHKE KIMHUYECKUX
0COOEHHOCTEH TeUeHUs NAMOTIATUIECKUX KEITYIOUKOBBIX HapyIIeHui putMma cepaua y nereid (West L.
et al., 2018). OTcyTcTBYIOT JaHHBIC O (PU3HUECKOM PA3BUTHH, 0COOCHHOCTSX aHAMHE3a, KOMOPOUTHOMN
MIATOJIOTUH y MIEIMAaTPUUECKUX MALIMEHTOB C UIMOTATUYECKUMU KEITyJOUKOBBIMU aPUTMUSIMHU, a TAKKE
HE YCTaHOBJIEHbl HE3aBUCUMbIE IPEIUKTOPbl CIIOHTAHHOTO  PAa3pelIeHUs] UIUONATUYECKUX
KEJTyI0UKOBBIX HapyIIEHUH puTMa cepua y Aereil. EquHuunble uccnenoBanys, NOCBSLIEHHbIE IOUCKY
npenukropos pazsutust TKMII y nereil, 1eMOHCTpUPYIOT IPOTUBOPEUUBBIE PE3YJIbTAThI, UTO TpeOyeT
IIPOBEJIEHUS TIIyOOKOTO aHajIu3a JaHHBIX U BBISIBIECHUS HE3aBUCUMBIX peaAuKTOpoB pazsutus TKMII y
neteit cepana (Bertels R. A. et al., 2017; Przybylski R., et al. 2024; Guerrier K., et al., 2015). HecmoTps
Ha BHEJIPEHHUE BBICOKOTEXHOJIOTUYHBIX METOJIOB JMAarHOCTUKH, Takux kak MPT cepaiia u MoneKkyssipHO-
FeHETUYECKOE TECTUPOBAHUE, HUX POJIb B IOUCKE STHOJIOTUU «UIUOMATUYECKUX» KEITYIOUYKOBBIX
ApUTMHI OCTaeTCsl HEOJHO3HA4YHOW. B HacTroAmmuii MOMEHT HET €QUHOrO MNOJAXOJa K BEICHUIO
MAlMEeHTOB JIETCKOTO BO3pacTa C HWAUONATUYECKMMM JKEITyJOUKOBBIMU apUTMHUSAMU. Psgom
uccieoBaHUM  ObIa  MPOJAEMOHCTpUpOBaHa  HEAIP(HEKTHUBHOCTh  KJIACCMUECKOM  CXEMBI
antuaputmudeckoi Tepanuu (AAT) (AnekceeBa K.b. u ap., 2023; Bertels R. A. et al., 2021). Taxxe
OTCYTCTBYIOT YETKHE KPUTEPUHU OTOOpa JeTeil ¢ MIAMONATUYECKUMU KETyJI0YKOBBIMU HApyHICHUSIMU
pUTMa cepAla Uid IPOBEJCHHs KaTeTepHON abjaluy Kak MepBOil JMHUM JeUeHUs: U He pa3pabdoTaHbl
CXEMbI TMHAMUYECKOTO HaOJII0/ICHUSI.

eab nccaenoBanmsi

Pazpaborate nmepcoHM(UIMPOBAHHYIO MPOTrpaMMy JUATHOCTHKH, JICYCHUS W aMOyJIaTOPHOTO
HaOMIO/IEHUsT JieTell ¢ MIUMONATHYSCKHMH JKEYJIOYKOBBIMH AapUTMHSIMU Ha OCHOBAaHHMH aHAJN3a
KIMHAYECKUX U HHCTPYMEHTAILHBIX JaHHBIX MAI[ICHTOB, XapaKTepe TCUCHUS KEITyJOUKOBBIX apUTMHI
Y OTHaJCHHOH 3(h(hEeKTUBHOCTH MEMKAMEHTO3HOTO M XHPYPTHYECKOTO JICYCHUSI.

3agaum uccjaeaoBaHus

1. [IpencraButh KIIMHUKO-aHAMHECTUYECKYIO XapaKTEePUCTUKY nerei c
UMONATHYECKUMHU KETYA0YKOBBIMH APUTMHUSIMH.

2. OueHuth Qu3nyeckoe pa3BUTHE U TPEeMOPOUIHBIA (OH MAUEHTOB pPa3IMYHBIX
BO3PACTHBIX TPYII C KETYA0YKOBBIMH apUTMHSIMH.

3. OueHuTh pe3ynbTaThl CTAHJAPTHBIX KapAHOJIOTHYECKUX METOJOB HCCIEAOBAHUSA,
MarHUTHO-PE30HAHCHOW ToMmorpaduu cepana M MOJEKYISIPHO-TEHETHYECKOTO UCCIEIOBaHMs B
JMArHOCTUYECKOM MOUCKE STHOJIOTUU UIMOTIATUYECKUX KETYT0YKOBBIX apUTMUH.

4. N3yunth 0COOEHHOCTH M XapaKTep TEUEHHUS U BBIABUTH MPEIUKTOPHI CIIOHTAHHOTO
pa3peleHns UINO0NaTHYECKHUX KeyI0UKOBBIX apUTMHUIL y IeTeil.

5. Onpenenutb TPeIUKTOPbl BOSHUKHOBEHUS TAXUUHAYIIMPOBAHHON KapAUOMHUONATUN Y
JeTel ¢ UAMONMATHYECKUMH KENTYyT0YKOBBIMU APUTMHUSMH.

6. OneHuts >PPEKTUBHOCTH MEIUKAMEHTO3HOW Tepanmuu M KaTeTepHOW abialuu B
JICUCHUM UAMOTATUYECKUX XKEJTyJJOUYKOBBIX apUTMHUIl y JieTell U onpeAeiuTh (PakTopsbl, BIUAIOLIME Ha
PE3YJIBTaThI JICUEHUS.

Hayuynas HoBU3HA

BHCpBLIe MMpoOBCACHA KOMINJICKCHAA OLICHKA U CpaBHHTeHLHLIﬁ aHaJIW3 KIMHUYECKOM KapTUHBI,
aHaMHEC3a 3a6OJ'IeBaHI/I$I, aHaMHC3a )KU3HHU, COHYTCTBYIOH_[eﬁ aToJIOTMH U (I)I/ISI/I‘IGCKOF O Pa3sBUTHUA JIeTen
PA3JIMYIHBIX BO3PACTHLBIX I'PYIII C UHAUOTIATUYCCKHUMU KEITYAOYKOBBIMU AapUTMUSIMU.

BrisiBrieHBI BO3pAaCTHBIC BHGKTpOKapILI/IOTpa(i)I/I‘-ICCKI/Ie 0COOCHHOCTH JKCITYAOYKOBBIX apI/ITMI/Iﬁ y
;[eTeﬁ, a TaKKC YCTAaHOBJICHA JHArHOCTHYCCKAad NCHHOCTH MCTOHA MaFHHTHO-pC3OHaHCHOﬁ
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ToMOoTpauu cepAaa ¢ KOHTPACTHPOBAHHEM H MOJICKYISPHO-TEHETUYECKOTO HCCIEIOBAaHHUS B
BEepH(PUKALINU ITHOJIOTHH «HIUOTATHUYECKUX) KEIYyT0OUKOBBIX apUTMHH.

BriepBble ycTaHOBIIEHBI HE3aBUCUMBIE IPEAUKTOPHI CIIOHTAHHOT'O pa3pelieHus UIUOIIaTUYECKUX
JKEIYJOYKOBBIX HApyLIEHUN pUTMa cepAua y HETel, K KOTOPBIM OTHOCATCA BO3pPACT, XapakTep
JKEIYJOUYKOBBIX HapyILICHUH pUTMA CepAla, JOKIM3alMs odYara M CpeJHECyro4yHas IUIOTHOCTb
apUTMUM.

BnepBble  BbISBIEHBI ~ HE3aBUCHMbIE  IPEAUKTOPBl  Pa3BUTHUS  TaXUUHAYLIMPOBAHHOU
KapAMOMUONIATHH Y JIeTel C MIAMONATHUYECKUMHU IKEIyJIO0YKOBBIMU apUTMHsIMH. K HUM oTHOCATCS
IIJIOIIA/(b IOBEPXHOCTHU TeJa, CPEAHECYTOYHAs IIJIOTHOCTD KEIYT0YKOBOM apUTMUH, CPEIHEE 3HAUCHHE
JUINTEJIBHOCTHU MPEAIKTONMYECKOTO MHTEPBAJIA KEITYIOUYKOBOUN 3KCTPACUCTOJIBI.

BriepBrle mpemnioxkeHa MmporpaMma JHArHOCTHKH, JICUYCHHs W aMOyJaTOPHOTO HaOIIOIEHHS
MaMEHTOB C UJIHONATUYECKUMHU KETYJOUYKOBBIMU HApyIIEHNUAMH PUTMA CEPALIA, BKIOYAKONas OLICHKY
BEPOSITHOCTH CIIOHTAHHOTO pa3peuieHus] apuTMHM U IPOrHO3MpPOBaHUE pHUCKa (OPMUPOBAHUS
TaxXUUHyLIUPOBAHHOW KapAMOMUOTIATHH.

TeopeanecKaﬂ H NMPpaKTHY€CKast 3HAYUMOCTb

beuta mpoBefeHAa KOMILJIEKCHAs KIMHUYECKash OLEHKA JIETeM pa3HbIX BO3PACTHBIX TPYII C
UAUOIMATHYCCKUMU KEITYJOUYKOBBIMHA apUTMHUAMHA U OBLIO YCTaHOBJICHO, YTO AC€THU B BO3pPACTC CTapLIC
12 et umeroT 0oJiee TSKEN0e KITMHUIECKOE TSUCHUE apUTMUH TI0 CPABHEHUIO C APYTUMH BO3PACTHBIMU
TpyIIIaMH.

yCTaHOBJ'IeHO, 4YTO JOIOJHUTEIIBHBIC METOABI UCCIICAOBAHUA TAKNC KaK MAarHUTHO-PE30HAHCHAA
ToMoOTpadusi cepiamna U MOJICKYIIPHO-TEHETUUECKOE TECTUPOBAHHWE MOTYT OBITh TOJIE3HBI B TTOMCKE
ATHOJIOTHYECKOTO (HDaKTOpa KETyTOUKOBBIX ApUTMUN Y AETEH MPH HETUITMYHON KIMHUYECKON KapTHUHE
3a00JIeBaHMS.

[IpoBenena omenka 3(GQGEKTUBHOCTH AHTHAPUTMUYECKOW TEpanmuud M KaTETEPHOW albyiaruu
UMOMATHYECKHUX JKETyTOUKOBBIX aPUTMHM Y JIeTell B OCTPOM U OTJAJIEHHOM MepHoaxX U ObLIT BBISIBIICH
aHTHApUTMUYECKHI penapat ¢ HauboJiblIel 3 (HEKTUBHOCTHIO Y TAHHOM IPYMIbl MAIUEHTOB.

BrlisiBnieHbl HE3aBUCHMBbIE MPEAUKTOPbI, KOTOPbIE IMO3BOJSAT MPOTHO3HPOBATh KIMHUYECKOE
TEYCHHE HJIMOTIATUYECKUX >KETYJA0UYKOBBIX apUTMUHN y neTeil. Ha oCHOBaHMU MOJIy4EHHBIX JAaHHBIX
ObuTH pa3paboTaHbl OaTbHBIE IIKAJIbl OLEHKA BEPOSITHOCTH (POPMHUPOBAHUS TAXUHUHIYLHHUPOBAHHON
KapAMOMUONIATHH U CIIOHTAHHOTO pa3pelleHus KeTyI0UYKOBbIX apuTMUil. bannpHas cuctema OleHKH
BEPOSITHOCTH YYUTHIBAET BO3pacT MaIyeHTa, AHTPONIOMETPHUECKUE JaHHbIE u
aNeKTpoKapauorpaduyeckie mokazareian U He TpeOyeT CIOXKHBIX MaTeMaTHYEeCKUX BBIYMCIECHUI. JTO
ofecreunBaeT MPOCTOTY UCIOIb30BAaHUS B KIIMHUYECKOHN MPAKTUKE, B TOM YHCJIE B YCIOBUAX paOOTHI B
MOJTUKITHUKE.

BHenpeHue B KIMHUYECKYIO TPAKTHKY Bpaua NeauaTpa U JeTCKOTo KapIuoJiora IpeyioKeHHON
MepcOHU(UIIMPOBAHHON MpOrpaMMbl JUArHOCTUKH, JIEYEHHUS M JUCHAHCEPHOTo HaOIIOACHUS,
OCHOBAaHHOW Ha KJIMHHYECKUX OCOOCHHOCTSIX TeUeHHUs 3a00JeBaHUs, JaHHBIX MHCTPYMEHTAIbHBIX U
MOJIEKYJISIPHO-TE€HETUYECKIX METOJOB 00CeI0BaHUSl MO3BOJUT, C OJHOW CTOPOHBI, CBOEBPEMEHHO
BBISIBIISITh TAIIMEHTOB BBICOKOTO pHUCKAa pPa3BUTUSL OCIOKHEHUN M TMAalMEHTOB CO CTPYKTYPHOM
natoyiorueil Muokapaa W ka”amomatusMu. C Apyroil CTOpPOHBI, JaHHAs MPOTpaMMa IMO3BOJUT
UICHTU(QUIIMPOBATH MALUEHTOB C BHICOKOH BEPOSITHOCTHIO JOOPOKAYECTBEHHOTO TeUEHHUs 3a00IEBaHI
U BBICOKOH BEPOSTHOCTHIO CIIOHTAHHOTO pa3pelieHUs KEIYyJIO0YKOBOW apUTMHUHU, YTO MO3BOJUT
n30exarb TPOBEACHHUS HEOOOCHOBAHHOTO MEIMKAMEHTO3HOTO JIEYCHUS WM XUPYPTUYECKOTO
BMeIIIaTebCTBA.

MeTom0J10THs1 M METOABI HCCIE0OBAHNA

HccnenmoBanne ObUIO  MPOBEAGHO B paMKax  OJHOLIEHTPOBOTO  HAOIIOJATENEHOTO
HEPaHIOMU3UPOBAHHOTO PETPOCIEKTUBHOTO U MPOCIEKTUBHOTO HaOmoneHus. Ju3aiiH uccneaoBanus
o00peH JoKanbHBIM ATHUeCKUM KomuTeToM PI'BY «HMUI[ um. B.A. AnmaszoBa» Mwunzapasa
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Poccun 18.10.2021 r. (mpotokon 3acemanust Ne 10-21-01-C). Ha mepBom stamne ObuTH BEIOpaHBI HCTOPHH
Oosie3Hell Bcex JAeTell ¢ WAMONMATUYECKHMHU JKEyJOYKOBBIMH APUTMUSIMH, KOTOPBIE IPOXOIHIIH
obcnenoBanue u Jjeuenune B OPI'BY «HMUIL] um. B. A. AmmazoBa» ¢ 2011 mo 2023 rr. wu
COOTBCTCTBOBAJIM KPUTCPUAM BKIIIOUCHUA.

BTOpLIM 9TaIroM 6BIJI MPOBCACH CTATUCTUYCCKUX aHAJINU3 KIIMHUYCCKUX JAHHBIX, PC3YJILTATOB
HHCTPYMCHTAJIbHBIX I/ICCJIGIIOBaHI/If/'I, ObLIa IMpOBCACHA OLCHKA BEPOATHOCTU U BBISABJICHBI IPCIUKTOPLI
dbopMHUpOBaHMSI ~ TaXHUUHIYyIUPOBAHHOW  KapJAMOMHUONATHM y JE€Ted ¢  WIHONATHYCCKUMU
KENyJOYKOBBIMU apuTMHAMU. CIIeAyIOmMM dTaroM ObUT TpoBeleHa oleHka 3¢dexTuBHOCTH
MEJIMKAMEHTO3HOTO U XUPYPIUYECKOTO JICYEHUS JKEIyJOUKOBBIX HAPYILIEHUN pUTMa cepAla y AeTeu B
OCTPOM U OTJAJICHHOM TEpUoax, a TAKKe MPOBEICH aHAJIN3 OCOOEHHOCTEN €CTECTBEHHOTO TEUEHUS U
ObUIN YCTAaHOBJICHBI HE3aBUCHMBIE TIPEAUKTOPHI CIIOHTAHHOTO Pa3pEeIICHHUs KETYTOUKOBBIX apUTMUH Yy
JeTEN.

21.]'[5{ O6pa6OTKI/I AaHHBIX HCIIOJB30BAJIMCh COBPEMCECHHBIC METOJbl CTATUCTUYCCKOTIO aHalin3a
JaHHBIX. HpI/I MOCTPOCHUMN TPOTHOCTHYCCKUX MOI[GJ'IGﬁ HUCITOJIB30BAJINCh METO/bI MHOFO(i)aKTOpHOFO
aHaym3a. [loydeHHbIE METOJIOM MHOTO(AKTOPHOTO aHAM3a MPEAUKTOPHI CIIOHTAHHOTO pPa3perieHus
KEIYT0OUKOBOM apUTMUU U TPEIUKTOPHl (OPMUPOBAHUS TaXUUHAYLIUPOBAHHON KapAMOMHUONATUU
JETIH B OCHOBY alTOPUTMa JUArHOCTHKH, JICUYCHHS W aMOyJaTOPHOTO HAOMIOACHUS JETeH ¢
UANOMMATHYCCKUMMU KCITYJOUYKOBBIMH apUTMUSAMHU.

HO.]IO)KeHI/Iﬂ, BBIHOCUMbIC HA 3AIlIUTY

1. Kimmanueckas kapTHHA ¥ TE€YEHUE KEITYJOUYKOBBIX aDUTMHUH Y IETEM UIMEIOT BO3PACTHBIE
ocobenHocTt. Y 70% neteii crapiie 12 jet OblIM 3aperuCTPUPOBAHBI CUMIITOMBI, aCCOLIMHPOBAHHBIE C
KEITyNOouKOoBOM aputMmueit, 60% maerell UMenu >3MHU301bl KEITYAOYKOBOW TaxXUKapAWM B CTPYKTYpe
HapylieHuii putma cepaua u y 12% nereir HaOmromanoch (OpMHUPOBAHHE TaXMHMHIYLIUPOBAHHON
kapauomuonatui. CIOHTaHHOE pa3pelieHue KEeTyJO4YKOBOM apUTMHM OTMEYalIoCh TOJBKO Yy 15%
JIeTel TaHHOM BO3pAaCTHOM IpYIIbI, a y AeTeil B Bo3pacte oT 1 no 11 ner pocturano 50%.

2. VYcranoBneHbl (PaKTOPHI, OMPEACISIOMINE TEYCHUE WIUOTIATHYECKON KETyTOUYKOBOM
aputMuu y aereid. K He3aBUCHUMBIM MPEIUKTOPaM CIIOHTAHHOTO pa3pelIeHus KeayJ0UKOBOM apuTMHHU
OTHOCSATCSL BO3pacT Jeredl miuaame 12 ner, mioTHocTh aputMuu MeHee 20%, NpaBOCTOPOHHSA
JIOKaJIU3alMs 3KTOIMMYECKOr0 O4ara M HaJluuue M30JMPOBAHHOM JKENyIOYKOBOM 3KcTpacuctoiauu. K
HE3aBUCHUMBIM NPEIUKTOPAM Pa3BUTHUS TaXUUHAYLUPOBAHHON KapAMOMMOIIATUHA OTHOCSTCS ILIOLIAb
MOBEPXHOCTH Tela peGeHka Gomee 1,7 M2, IJIOTHOCTH SKENyJOYKOBOH apuTmuu OGosee 25% u
JUIMTEJIBHOCTD MPEAIKTONMYECKOTO MHTEPBAJIA KETYJOUYKOBOM 3KCTPACUCTOJIBI MeHee 434 Mc.

3. Haubonpiryto 3 peKTHBHOCT B JICUEHUU UJIMOTMATUYECKUX HKEIYT0UKOBBIX apUTMUIL
y aerelt npoaeMmoHctpuposan npenapat IC knacca [IponadeHon o cpaBHEHUIO ¢ IPYTUMH TpyHIaMu
aHTHApUTMUYECKHX MpenaparoB. PagroyacroTHas kaTeTepHas abnanus sBisercs 0oee 3hppekTuBHBIM
METOJIOM JICUEHHS Yy JETeH C MAUONATUYECKUMHU KEIIYJAOYKOBBIMU apUTMHSIMHU, YEM HCIOJIb30BAaHUE
aHTHapuTMUYecko Tepanuu. [IpeaukTopom HEIPPEKTUBHOCTH PAIMOYACTOTHOM KaTeTepHOU abauu
B OT/IaJICHHOM NIEPUOJIE ABIIACTCS HAIMYKE IBYX U 00Jiee SKTOMMYECKUX 04aros.

4. [IpoBeneHne MOTMOJHUTEIBHBIX METOJOB HCCIEAOBaHUS, TAaKMX KakK MAarHUTHO-
pe3oHaHCHas ToMorpadusi W MOJICKYISAPHO-TEHETHYECKOe TECTUPOBAHUE IEIecO00pa3HoO MpH
KOHBepcuH (eHOoTuIa 3a00JIeBaHUs U MPOTPECCUPOBAHUM KETYIAOUYKOBBIX aputmuil. ¥ 30% mereit ¢
KEITYyJOUYKOBBIMU apUTMHUSIMU, KOTOPBIE PACLICHUBAINCH KaK MUIMONATUYECKHUE, IO JaHHBIM MarHUTHO-
pe30HaHCHOM ToMoTpaduu cepala BBISIBISUICS HW30JIMPOBAHHBIA HEWIIeMU4Yeckuil Tum ¢ubdposa
Muokapnaa. Hamuume ¢ubpo3za Muokapaa He acCOIMUPOBANOCH C 0Oojiee YacThiM BBISBICHHEM
TUCQYHKIIMH KETYA0YKOB Cep/lla, a TAK)Ke He BIUSIIO HA YaCTOTY CHOHTAHHOTO pa3pelIeHUs apUTMUH.

CreneHb J0CTOBEPHOCTH U aNIPO0ALMA Pe3yJIbTATOB HCCIe10BAHMSA

PesynbraThl QUCCEPTALIMOHHOIO MCCIEAOBAaHUS IPEACTABICHBI B KadeCTBE JOKJIAJ0B Ha
Poccuiickux 1 3apyOeHbIX HaydHbIX KOH(epeHIusX, che3aax u koHrpeccax: XIII MexayHapoHblit
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KOHTPECC MO IEKTPOCTUMYIISIIIMKA U KIMHUYECKOW anekTpodusnonorun cepauna «Kapanoctum-2018»»
(Canxkr-IletepOypr, Poccus, 2018), ECR 2019 (Bena, Actpus, 2019), V Cankrt-IletepOyprekmii
aputmonoruueckuii popym (Cankr-IlerepOypr, Poccus, 2024), XII Canxr-IlerepOyprekas Llkomna
aputmonorun-2024 (Canxr-IlerepOypr, Poccus, 2024), MexmucuuiMHapHas KoH(epeHuus ¢
MeXTyHapoaHbIM yuactueM «HeusBectHole u peaxue 3adoneBanus», VIII Kondepenuus «Opdannbie
3aboneBanus. Jmarnoctuka. Jleuenme. PeaOGwimrtamms» (Cankr-IlerepOypr, Poccus, 2024), XIII
Bceepoccuiickuii Konrpece «/lerckas kapaunonorus 2024» (Mocksa, Poccus, 2024).

BHenpenue pe3yJibTaTOB B IPAKTUKY

PesynbraTthl mWccienoBaHMs BHEOPEHBI B JedeOHO-auarHoctuueckuii mponece CII6 ['BY3
«/lerckas ropoackas nonmukiauauka Ne 73», CIIGI'BY3 «/lerckas roposackas OonpHUIA Ne2 cBsTOM
Mapun Marpanuns»y, CIII'BY3  «/leTtckuit  ropoackoid MHOronpo(MIbHBIA  KIMHUYECKUN
CHELMATU3UPOBAHHBIN [IEHTP BBICOKMX MEIULIMHCKUX TEXHOJIOTUI», OTAEIEHUS IETCKOW KapJAHOJIOTUU
1 MEIUIMHCKOW peaduianTalyy, NeANaTpuu U MEAUIIMHCKON peabunuTanuu Juist aereit Ne 1, nerckoro
ne4eOHO-peabuINTallMOHHOTO KOMILIEKCa, a TaKKe OTAEICHUS CepJIeYHO-COCYAUCTON XUPYPIUH IS
nerer Knuankn marepunctsa u aerctBa OI'BY «HanmoHambHbIM MEAUIMHCKUANA HCCIIEI0BATEIbCKHUI
ueHTp umeHu B.A. AnmaszoBa» MunznpaBa Poccuu; BHeApeHBbl B yueOHBIA MpOIECC M JEKIIUOHHBIH
mpolecc Ha Kadenpe NepuHaToJIOrM W MeauaTpud ¢ KIMHUKOW MHCTuTyTa METUIIMHCKOTO
o0OpazoBaHus OI'BY «HanuoHabHBIA MEIUIIMHCKUN HMCCIEAOBATEIbCKUNA IEHTP HMEHH B.A.
AnmazoBa» Munsznpasa Poccuu.

JInuHbIi BKJIAJ aBTOpPA

ABTOpPOM BBHINIOJIHEHA pa3paboTKa [u3aiiHa HCCleoBaHMs, 0030pa JUTEpaTypbl MO TeMe
JMICCEPTAIIMIOHHOTO HCCIel0oBaHus, cOOp MaTepuala, aHajiu3 MOJYYEHHBIX JaHHBIX M MPOBEIEHA UX
cTatuctuyeckass oOpaborka. CouckareneM MOJIrOTOBJIEHBI YCTHBIE BBICTYIUIGHHUS U OIMyOJIMKOBAHbBI
CTaThbH T10 pe3yJibTaTaM AUCCEPTALIMOHHOTO HCCIEI0BAHUS.

y6aukanuun

[To marepuanam muccepranuu omybdaukoBaHo 8 pabor. M3 Hux 7 crareil omyOJMKOBaHO B
KypHallax, BKIIOYEHHBIX B «llepedueHb BenyluX peleH3UPYEMBIX HAYYHBIX >KYPHAIOB M W3JIaHUI»
Bricmeit Artecranimonnoi Komuccuu nmpu MuHHCTEpCTBE HAYKH M BBICIIETO 00pa3oBaHus Poccuiickoit
Oenepanu M 6 crarel, BXoAdmMX B 0asy maHHBIX Scopus. IlosydeHo 2 cBuueTenbcTBa O
rocyaapctBeHHo# peructpaunu basel [lanubix Ne2023620461 ot 02.02.2023 «Peructp nmauueHToB
JIETCKOTO0 BO3pacTa C WAMONATHYECKUMHU JKENyJOUYKOBHIMH HApYIICHUSMH pHUTMA CepAla» U
Ne2022620959 ot 04.05.2022 «Peructp mnauMeHTOB JAETCKOTO BO3pacTa C ApPUTMOTI€HHOM
KapAHMOMHOIIATHEI.

CTpykTypa H 00beM JAHCCePTALNA

Huccepranus u3noxkeHa Ha 195 cTpaHMIIaX MAIIMHOIMCHOTO TEKCTa M BKIIIOYAET B ceOs
BBeJeHME, 4 TriaBbl: 0030p JMTEpaTypbl, MaTepualbl M METOJbl, PE3YyNbTaThl COOCTBEHHBIX
UCCIIeIOBaHUM, OOCYyX/JeHHe, a TaKXkKe 3aK/IIOYeHHE, BBIBOJbI JUCCEPTALIMOHHOTO HCCIEeIOBaHuUs,
IIPAKTUYECKUE PEKOMEHJAIMKM, CIUCOK COKpAIleHUH M UCIOJb30BaHHOW juTeparypbl. Tekcr
JMccepTanuy gonoaHeH 29 tabaunamu u 49 pucynkamu. B cniucke nurepatypbl yka3anbl 221 HCTOYHUK,
13 HUX 27 OTe4eCTBEHHBIX U 194 3apyOeKHBIX.



OCHOBHOE COJAEPKAHME PABOTbI
MartepuaJjibl 1 METOAbI

Hacrosiiee onHoOueHTpoBOE HAOIIOATEIbHOE HEPAHIOMU3UPOBAHHOE PETPOCIEKTUBHOE U
MPOCHEKTHBHOE MCCIICOBAHUE BKJIIOUACT B ce0s rpymiy aereil ¢ maumonatmueckumu JKA, KoTopsie
npoxoauinu oocnenoBanue ueueHue B OI'bY « HMULL um. B.A. AnmazoBa» Mun3npasa Poccuu ¢ nroHs
2011 mo mait 2023 rr. JluzaiiH uccnenoBaHus 0J00peH JIOKaJbHBIM 3THYeCKMM KomuteroM OI'BY
«HMMUIL] um. B.A. AnmazoBa» Munszapasa Poccun ot 18.10.2021 r (mpotokon 3aceganust Ne 10-21-01-
C). Kpurepuu BKJIIOYeHHMs: MalMeHTh B Bo3pacte oT 1 mo 18 ser ¢ KA, pacuieHeHHbIe Kak
UMOTNATUYECKHE MOCIE MEPBUYHOTO KOMILIEKCHOTO KapJuojorudeckoro obcienoBanus. Kpurepum
HEeBKJIIOUEHHsI: TAllMEeHTHI B Bo3pacTte ctapiue 18 et Ha MomeHT Jedrota JKA; Hannmuue CTpyKTypHOU
narojorud Muokapaa mno gaHHbIM OXO-KI'; BepuduuMpoBaHHBIX TEPBUYHBIX SIECKTPUUECKUX
3a00JIeBaHUN cep/lla; JaHHBIX, MOJATBEPXKIAIOUIMX TEUYEHHWE OCTPOro0 BOCHAIMTENIBHOIO IMpoliecca B
MHUOKap/ie; HAJIMYME COMYTCTBYIOUINX 3a00JIEBaHUMN B CTa/IUU JEKOMIICHCAIIMH.

Ha mepBoHavyasibHOM »Tamne B HCCIEIOBAHUM ObLI BKIIOUEHO 447 MallMeHTOB, KOTOPHIM OBLI
MOCTaBJIEH JuarHo3 wuauonaruyeckod KA Ha OCHOBAaHUM CTaHAAPTHOTO KapJHOJOTHYECKOIO
oOcnenoBanus, BKIoyaroniee B ceOs cOop aHaMmHe3a, >kalo0, pe3yiabTaToB Ja0OPaTOPHBIX U
MHCTPYMEHTAJIbHBIX METOJIOB 00cieioBanus. 3a Bpems HabmtofeHust 136 narpenTam Obljia BHIIOJTHEHA
MPT cepana, no pesyiabTaraMm KOTOpod y 39 ObLIM BBISBICHBI U3MEHEHUS! CTPYKTYpbl MUOKapaa. 27
nanueHTam, ObIJI0 MPOBEIECHO MOJIEKYIISIPHO-T€HETHYECKOE TECTUPOBaHNE, TATOT€HHbIE MyTalluU OBLITN
BBISIBJIEHBI y 17 N1eTeil, y 0IHOTO U3 HUX Tak)Ke ObUIM 0OHApYKEHbI CTPYKTYpHbIE H3MEHEHUS MHUOKap/a
MetrogoM MPT. Takum oOpa3om, 55 4YeloOBEK CO CTPYKTYPHOW M T€HETHYECKOUW IaToJIOTHel OBLIN
WCKIIFOYEHBI M3 JaJIbHEHINEero aHajau3a JaHHbIX. Ha BTopoM 3Tame y 392 manueHTOB ObUT MpOBEICH
aHAIN3 KIMHUYECKUX, aHAMHECTHYECKUX JaHHBIX, PE3yJbTaTOB MHCTPYMEHTAIBHBIX UCCIEIOBAHUM C
unuonatndyeckumu JKA. IIpoBeneHa olieHKa pe3yJbTaTOB MEIMKaMEHTO3HOTO JieueHusi 1 PUA B octpom
Y OTIAJICHHOM TiepHo/ie (depes 2 U 6 MeCsIeB) U eCTeCTBEHHOTo TeueHus KA.

Ha ocHoBaHWYM TOJIy4E€HHBIX TAaHHBIX MPOBOAMIICS MOUCK (pakTOopoB pricka paszutus TKMII u
crioHTaHHoro paspemienust KA u pazpaboTaHa nepcOHU(PHUIMPOBAHHAS MporpamMma JAUArHOCTUKH,
JedeHus u aMOyJaTOpPHOTO HAOMIOJCHHS MAIlMeHTOB C HIMONATHYECKHUMH SKEeNyJOYKOBBIMU
HapylEeHUsIMHU pUTMa cepaua. J(u3aitH ucciie1oBaHni MpeACTaBIeH Ha pUCYHKE 1.

BxuroueHne namieHToB ¢ JKA, KOTOpPBIE paClICHIBAICH KaK
HIOHOIIATHYIECKIE ITOCIIE NMEPBITHOTIO KOMILTIEKCHOTO KapAITOIOTHYIEeCKOTO

obcrenoBans (N=447)

AHamn3 KINHIYECKNX, aHAMHECTHYECKIIX JaHHBIX,
pe3yIBTAaTOB IIHCTPYMEHTAIBHEIX HCCIEIOBAHIIT Y
THAIeHTOB ¢ nauonargeckimi JKA.

Omnenka prcka pazpurisa TKMIT s
55 mamIeHToB CO CTPYKIYPHOI

(N=392) TIaTOJIOTHEI] 1 TeHEeTHYeCKIMI
MyTAIISIMI OBITH HCKITIOIEHBT I3
MIOCTIEIYIOMIETO aHATHN3a JaHHBIX

OrneHKa pe3yIsTaToB MeJNKaMeHTO3HOro jJedeHis 1 PUA B
OCTpPOM II OTAAIEHHOM Iepmoze (depes 2 u 6 Mmec.)
ecTecTBeHHOTO TeueHHs JKA. OneHKa BEpOSITHOCTI

CIIOHTaHHOTO pazperreHns JKA

@DOopMIIPOBAHIIE IIPOrPAMMBI IIEPCOHI(IITIPOBAHHOTO HAOMIONEHIIS JAeTell ¢
nanonarmgeckumi JKA

Pucynok 1 - /uzaiin uccnenoBanus
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[Ipumeuanue: XKA — xenynoukosas aputmusi, TKMII — raxunnayuupoBanHas kapauomuonarusi, PUA
— paauo4acToTHas KaTeTepHas abiaanus

Bo3spacT manueHToB Ha MOMEHT TIepBUYHOTO 00cneaoBanus coctasui 13,0 [9,0; 15,0] net, poct
—159,0[139,5; 172,0] cm, Bec — 49,0 [32,0; 62,0] kT, 56,6% (n=222) Oblr Manb4uKu. M30mupoBanHas
KD peructpupoBanace y 178 (45,4%) nereit, coueranue K3 u HeycToHuuBbIX napokcu3moB KT —y
130 (33,2%) nereit, KT — y 84 (21,4%) nereid. nuTenbHOCTh HAONIOACHHS TOCIE MEPBUYHOTO
ob6cnenoBanus coctaBmia 10,0 [6,0-20,0] mecsies.

O0umexkJMHNYEeCKOe 00C/Ie0BaAHNE BKIIOYAIO B ce0sl M3ydyeHUE NAaHHBIX aHAMHE3a, kKajoo,
JTAHHBIX KIIMHUYECKOTO OCMOTpa.

HNucTpymMenTaibHOe 00c/1e10BaHHe: — IIOKa3aTeNd HaTUBHOM anekTpokapaunorpaduu (OKI),
BBITIOJTHEHHOM 110 HazHaueHus1 AAT unm npoBenenus PUA;

- pe3yabTarhl XoJaTepoBckoro MoHuTopupoBanusi OKI': omnpenemsuics Bapuant KA,
KOJIMYECTBO IKTOTTMYECKUX KOMIUIEKCOB U TUNIOTHOCTH JKA B Te4eHHE CYyTOK, MOP(OIIOTHSI, KOJIUIECTBO
O0YaroB, a TaKKe MaKCHUMajbHas, CPEIHSAS W MHUHUMAJbHAS [IUTEIBHOCTH MPEIIKTOMUYECKOTO
untepsana (I19U1) onnnounbIx 1 napHbix XK3I;

- pe3ynbTarhl TecTa ¢ ¢uznueckoil Harpyskoil (PH) Ha Tpenmuie, KOTOpPbIM MpPOBOAMIICS
nanueHTam 10 HasHaueHuss AAT wumm nposenenus PYA mo cranmaptHOMy mpoTokosry Bruce c
BO3PaCTAIOIIECH HArpy3KOW M ITTUTEHOCTBIO KAXKI0W CTYIIEHH 3 MUHYTHI;

- mnokazarenu OXO-KI': ¢ uenpio 00beKTUBHU3AIMH U1 a0COJIFOTHBIX 3HAYEHUN MapaMeTpoB
IXOKapauoTpadu pacCUYUTHIBAICS CTaHIAPTU3UPOBAHHBIN MOKazaTenb (z-score, Boston Children’s
Hospital). HopmanbHble 3HaueHUs mokaszaresieil COOTBETCTBYIOT z-score B auamnasoHe ot -2,0 no +2,0.
dopmMupoBaHUe TUIATAIIUN W/WIH CHIDKeHHE dpakiuu BeiOpoca (PB) neBoro xemymouka (JIXK) mocne
ne6rota JKA y manueHToB ¢ HAMONATHISCKON apuTMHH paciieHnBaiock kak TKMIT;

- pesyasratel MPT cepara ¢ KOHTpaCTUPOBaHUEM, KOTOPOE BHITIONHIOCH HA MP-ToMorpade
MAGNETOM Trio A Tim, Siemens (I'epmanus) ¢ uaaykmnueit marautaoro mosst 3,0 Tn. B xauecTse
KOHTPACTHOTO BEIIECTBAa MCIOJIB30BAJICS TaI0OJMHHI-CONEp KA TTpenapar B A03uUpoBKe 0,2 MI/KT.
[IpoBoaunack orieHKa 00BEMHBIX U (PYHKIIMOHAIBHBIX MOKa3aTeNIel KeIyI0UKOB, HATMYHUE U XapaKTep
CTPYKTYpPHBIX M3MEHEHHI MMOKapja, TaKMX KakK OTeK, rumepemus, GulOpo3, a Takke ONpeaensioch
HaJIM4Yue 30H TUIO- U aKUHE3UU;

- pe3ynapTaThl MOJEKYISIPHO-I€HETUYECKOTO TECTUPOBAHMSI, KOTOPBIN BBIMOIHSIICS METOI0OM
MTOJIHO?K30MHOTO CEKBEHHUPOBAHUS y ABYX MAllUEHTOB U METOJIOM CEKBEHHUPOBAHUS HOBOTO MOKOJICHUS
C IPUMEHEHHUEM IIeJIeBOM MaHenu oboramenus Ha npudope Illumina MiSeq (CIIA) ¢ nocnenyromei
BepubuKanuei pe3ynbrata METoI0M CeKBeHUupoBaHus 1o CaHrepy;

- oueHka 3¢ (}eKTHBHOCTH aHTHUAPUTMHUECKON Tepamuu MOcje TOCTHXKEHUS 1eJIEBOM J103bI
anTHapuTMUYeckoro npemnapata (AAII), uepes 2 u 6 Mecsues no pesynpratam XM-OKT';

- omuenka3ddexruBHOCTH PUA "epes 2 u 6 MecsleB nocie onepanuu o pezyapsratam XM-OKIT'.

CraTucTHYecKHii aHAIU3 IPOBOIIIICA C HCTIOIb30BaHKeM porpammel IBM SPSS Statistics
v.26 (pa3pabotunk - IBM Corporation). CpenHue BeIWYMHBI IPH HOPMAJIbHOM  paclpe/ieleHuu
COBOKYITHOCTEH KOJMYECTBEHHBIX JaHHBIX PACCUUTHIBATIUCH C TOMOIIbIO t-kpuTtepusa Ctoiofenta. [Ipu

OTCYTCTBUH HOPMAJIbHOTO  pacClpCACICHUA COBOKYHHOCTCﬁ KOJIMYCCTBCHHBIX JaHHBIX  AJIA
CPAaBHHUTCIIBHOI'O aHaJIn3a HCIIOJIb30BaJICA U—KpI/ITepI/Iﬁ ManHa- YUTHU. HpI/I CpaBHCHHUU HECKOJIBKHUX
BLI60pOK KOJIMYCCTBCHHBIX JAHHBIX, UMCHOHIUX pacClpeACIICHUC, OTIUYHOC OT HpMaJIbHOTO,

HCIIOJIB30BaAJICA KpI/ITepI/Iﬁ KpaCKeJIa—Yonm/Ica. CpaBHeHI/Ie HOMHWHAJIBHBIX JAHHBIX MMPOBOAWIIOCH IIPpU
IIOMOIII KPUTCPUSA x2 HI/IpCOHa U TOYHOI'O KpUTCPUS d)muepa. Paznuums mokaszareneil CUMTAINCh
CTATUCTUYCCKHU 3HAYMMbIMU IIPHU YPOBHE 3HAYNMOCTH p<0,05 HOCTpOCHI/Ie HpOFHOCTquCKOﬁ MO ACIIN
pUCKa OHIPCACIICHHOIO HCXOJa BBIIIOJHAIOCH IIpU IMOMOIIM METOJa 6I/IHapHOI\/’I JIOTHCTUYECKOH
perpeccumn. OT60p HE3aBUCUMBIX IICPEMCHHBLIX ITPONU3BOAUIICA METOI0OM MOIIAarOBOM HpHMOf/'I CCIICKIINHU
C HUCIIOJIb30BAHHUEM B KaUCCTBC KPUTCPUA HCKIIIOUCHUSA CTATHUCTUKHU Banpga. Ananu3 BBDKUBAEMOCTH
ManMCHTOB MPOBOAUIICA IO MCTOAY PETPpCCCUU KOKCE[, noApa3syMeBaromeMy MpOTrHO3UPOBAHUEC pPUCKaA
HaCTYIUICHUA COOBITHS IJIsL pacCMaTpuBacMOro 00bEKTa U OLICHKY BJIMAHHA 3apaHCC OMPCACIICHHBIX
HE3aBUCHUMBIX ICPEMCHHBIX (Hpe,[[I/IKTOpOB) Ha 3TOT PHUCK.
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Pe3yJ’[LTaTLI COOCTBEHHBIX HCcCaeI0BaHNH

Kinunndeckas XapaKkTepucTuKa aeTen PA3JUYHBIX BO3PACTHBIX Py ¢ HAUONMATHYCCKUMHU
KCJIYTOYKOBBIMHA HADYHNICHUAMU PUTMA cepana

B uccnenyemyto xoropry ObL10 BKIIOYEHO 392 mManueHTta, y KOTOPHIX MOCIE CTaHIAPTHOTO
KapIMOJIOTUYECKOTO 00CIeIOBaHUS W TPOBEJACHUS JOMOJHHUTEIBHBIX METOJOB HCCICIOBAHUS
KeITyJJOUYKOBBIC HAPYIICHHUS pUTMa Cep/Ila PACEHUBAINCH KaK UAXONAaTHYeCKHe. bbun copMUpOBaHbI
4 Tpynmbl NAIMEHTOB COTJIACHO MEPHOIU3AIMU JETCKOTO Bo3pacta. B 1 rpynny Bonum aetu ot 1 10 3
net (n=23; 5,9%), B rpynny 2 — nauueHTsl oT 4 10 6 set (n=28; 7,1%), B rpynny 3 — nauueHTsl oT 7 10
11 ner (n=97; 24,7%) u B rpynny 4 — nanuenTtsl >12 net (n=244; 62,2%).

Hapymenust putma cepama y 1eTeil mperuMynieCTBeHHO ObLTH BBISBIICHBI B PAMKaXx IMPOBEICHUS
npodunakTuueckux ocMoTpoB (n=190; 48,5%). V 32,1% (n=126) nereit HapyiieHus puTMa cepiaia
ObUTH 3a(pUKCHPOBAHBI BpayOM-IIEAUATPOM MpU OOpaIlleHUsIX N0 APYruM npuuuHaMm u B 19,4% (n=76)
cirydaeB JKA ObUTH BBISIBIICHBI TPH aKTHBHOM OOpAIIEHUH C )KaII00aMu K Bpady-TieIMaTpy WU JETCKOMY
KapauoJory. Pa3niuuii mo BRISABISIEMOCTH apUTMUHU Ha TMPOPHUIAKTHUECKIX OCMOTpaX y JeTeH pa3HbBIX
BO3PACTHBIX TPYII MoidydeHo He O0buio (p=0,224). B To xe BpeMs y AETei paHHETO W JOIIKOJIHHOTO
Bo3pacToB JKA BBISBISUTUCH TP OCMOTpE Teauarpa He B paMKax IUCIIAHCEPU3AlNU CTATUCTHYECKU
3HAYUMO yYallle, 4eM y IKoiIbHUKOB (p<0,001). A mpu akTHBHOM OOpalleHnH NaleHTa K IeAuaTpy uiu
nerckoMmy kapauosiory KA HanOosiee 4acTo BBISBISUIMCH y JeTel crapiie 12 jeT 1o CpaBHEHHIO C
JIpyruMHU Bo3pacTHbeIMU Tpymmnamu (p<0,001).

[laTonoruueckre COCTOSIHUS, COMYTCTBYIOIIHE OEpPeMEHHOCTH MaTepu, HamboJiee YacTo
BCTpeuaiuch B rpymme aereit 10 3 net (n=19; 82,6%) (p=0,009) (pucynok 2a). Ilpu conocraBienuu
YacTOThI BCTPEYAEMOCTH TaKOM MATOJIOTHUU KaK recTo3, yrpo3a MpepbiBaHus OEpEeMEHHOCTH U aHeMHUS
OCpEMEHHBIX CTATHUCTHYECKH 3HAUYMMBIX Pa3IMuuid MEXKIy TpynmnaMu mojydeHo He Obuio (p=0,325;
p=0,178 u p=0,466 COOTBETCTBEHHO).

[Ipu cpaBHeHHM kay00 MAIIIEHTOB B 3aBUCHUMOCTH OT BO3PAaCTHOM T'PYMIMbl ObUIM MOJYYEHBI
cienymomuye pe3yapraThl. Hanbomnee gacto xanoObl MpeabsaBiIsiia TAllMeHThI OIPOCTKOBOTO BO3pacTa
(n=167; 68,4%) 1o cpaBHEHHUIO C IeThbMU ApYyrux Bo3pactos (p<0,001). B 310l rpyrme craTUCTHYECKU
3HaYuMO 4aie OblTH >kano0bl Ha cepauebuenus (n=107; 43,9%) u mnpecMHKOMaNbHbBIE W/UIH

cuHKonanbHble cocTosnus (n=77; 31,6%) (p<0,001 u p<0,001 cooTBeTCTBEHHO) (PUCYHOK 20).
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Pucynox 2 — CpaBHHUTEIbHBIN aHATN3 YaCTOTHI PETUCTPALIMH TATOJIOTUYECKO OepeMeHHOCTH (2a) u
*ao0 (20) y malMeHTOB pa3IM4YHbIX BO3PACTHBIX TPYIII

®]-3roma ®4-6ner W7-11 ner E>12 ner

[Ipu oueHke aHTPONMOMETPUYECKUX TOKa3zaTesen nered ¢ uaunonarnueckumu KA 3agepixka
¢buznueckoro pa3BuTHs Habmoaanace y 19 (4,9%) nanuenToB. [Ipu comocTaBieHny YacTOThI HATHYHS
3a/Iep’KKH  (PU3MUYECKOTO PA3BUTHS y TMAIMEHTOB Pa3jIMYHBIX BO3PACTHBIX TPYII CTATUCTHYECKU
3HAYUMBIX pa3IUuuii moay4deHo He Obuio (p=0,547). B o0mieli koropre manueHToB U30BITOK MacChl Tea
Habmonancsa B 24,7% (n=97) cmyuaeB. [Ipu 3ToM HauboIblllee KOJIUYECTBO MAIUEHTOB C U30BITKOM
Macchl Tena oTMevanoch y nereid 7-11 ner (n=37; 38,1%) mo cpaBHEHMIO C APYTMMH BO3PACTHBIMU
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rpymmamu (p<0,001). CpaBHUTENBHBIN aHATN3 YaCTOTHI CIy4aeB 3aJCpKKU (PU3HMUECKOTO Pa3BUTHS U
M30bITKA MaCChl Tella WIH OKUPEHUS Y TAIlMCHTOB Pa3jIMYHBIX BO3PACTHBIX TPYIII MPEACTABICHBI Ha
pucyske 3. [Ipu cpaBHEHUHN 4acTOTHI BCTPEUAEMOCTH COMYTCTBYIOIICH MATOJIOTHH MEXKTY MallUEHTAMU

Pa3IMYHBIX BO3PACTHBIX TPYIIIT CTATUCTHUECKH 3HAYMMBIX PA3JIMYMiA IOJTYIE€HO HE ObLIO.
43%

40% 38,10%

w
w
B

w
3
ES

25% 23,40%
20%
15%

10,70%
10% 8,70%

YactoTa cliy4JacB

7.10%

- I . R hT
i 0
0%

3amepika GH3MIECKOTO PasBHTIA HI36BITOK Macchl Tena

M]-3roma MW4-6ner MW7-11 mer >12 nmer

Pucynok 3 — CpaBHUTENBHBIN aHATN3 YACTOTHI CIIy4aeB 3a1€P>KKU (PU3UUECKOTO pa3BUTHUS U N30BITKA
Macchl Tejla UM 0KUPEHUs y TAIlMeHTOB Pa3IMYHbIX BO3PACTHBIX IPYIII

Posib MAarHUTHO-pE30HAHCHOI TOMOrpaduM B NOUCKE 3THOJIOTHH
JKeJIyA0YKOBBIX APUTMHUI y AeTeil

MPT cepana nposoaunack 136 (30,4%) nauuentam s uaeHtudukanuu cyocrpara KA u y
KOTOPBIX apUTMHH TOCJE CTaHAAPTHOTO KapIUOJOTHYECKOro oOcienoBaHust U A0 nposeneHuss MPT
pacieHuBaINCh Kak «uauonarudeckuey. [To qanasim MPT cepana 610 ycranoBieHo, uto y 28,7%
(39/136) mammeHToB ¢ «uanomarndeckuMm» JKA OBUTM BBISABJICHBI 30HBI (UOpO3a MHOKapaa
HeuImeMHuueckoro rmnarrepHa. @dubpo3 B OONBIIMHCTBE CIIydyaeB JIOKAIU30BaJCA B 00JacTH
MEeXOKeNTyJOUKOBO# neperopoaxu (n=25; 64,1%), B 6 (15,4%) ciydasx — B cBOOOIHOM CTEHKEe MUOKapa
JIK, y 2 (5,1%) mauuenTos - B cBoboanoM crenke [DK, B ocTanbHbIxX cinydasx (n=6; 15,4%) otMeuasioch
COueTaHWe pa3NUYHBIX JOKanu3auuid. B mnogamistonieM OOJNBIIMHCTBE CIy4aeB  BBISBIISUIICA
M30JIMPOBAHHBIA HHTPAMUOKapIUAIbHBIN GUOPO3.

B rpynne nanuuust puOpo3a Muokapza noaaisiomiee OOJbIIUMHCTBO MAllMEHTOB UMENH BO3PacT
>13 net (n=32; 82,1%), B TO Bpems Kak B IpyIlie OTCyTCTBUA (uOpo3a MUOKapaa A0JS NAIlEeHTOB
JTaHHOTO Bo3pacTa cocraBuia 52,6% (n=51). lllance! BeisBieHus pudpo3a Mmuokapaa no qaHaeiM MPT
y nanreHToB 13 u 6o:ee siet B 4,12 pa3a Bollile, yeM y nanuenToB maaiame 13 et (95% [AU: 1,66-10,24),
pasnuuus ObLIH cTatucTHdecku 3HaYuMbIMH (p=0,001). Paznuuus mo HaIu4MIO U MPEICTaBICHHOCTH
XKayo0 MalMeHTOB, KOJIMYECTBY JIUII, 3aHUMAIOIINXCS CIIOPTOM MEX]Ty IBYMS UCCIIeyeMbIMU IPYIIIaMu
MOJIy4eHBI HE OBLIH.

[IpoBenena oneHka 3hdeKTUBHOCTH MeIuKaMeHTo3HOoro yedeHuss u PUA y manueHToB B
IpyIIax HaJTu4us U OTCYTCTBUS (GuOpo3a. MexKTpynnoBbIX pazaunduii no oomei apdextuBnoct AAT,
PYA, a Taxxe yacToTe CiIyyaeB CIIOHTAHHOTO pa3pelleHus noiydeHo He Obuio (p=1,000).

Mo1eKyJIIpHO-T€HEeTHYECKOe HCC/IeJ0BAHHE B TOMCKeE ITHOJIOT U
JKeJYAOYKOBBIX APUTMUM Yy JeTel

I'eneTnueckue TecTupoBaHue ObLIO BBINOJHEHO 27 manueHTaM. Iloka3anuem [uis mpoBeIeHHs
UCCIIeIOBaHUST ObUIO MOJO3pEHHE Ha HAJIW4HMe MEPBUUYHBIX AJIEKTPUUYECKHX 3a00JIeBaHMN cepiaua u
TE€HETUUYECKU-AETEPMUHUPOBAHHBIX Kapauomuonatuii. Cpeau NalMeHTOB MCCIEAYEMOW TpYIMIIbI
TeHEeTUYeCKue MyTaluuu ObUTH BBIABICHBI y 62,9% (17/27). B omHoM ciyyae mpeamnojaraeMblit
¢ynkumonanbHb 3 dext myrauun B reHe SCNSA, pacueHuBaiCs Kak NaTOT€HHBIH, Yy Jpyroro
ManueHTa MyTalisl B TOM JK€ I'€HE PacLEHMBAlIach KaK BEPOSATHO-NATOreHHas. B nByXx cimywasx
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npenckasanabiil apdexr myranuu B rene PKP2, kogupyrommii 6enox miakoGuinH-2, paclieHuBajiIcs
KaK BEpPOSTHO-NATOTEHHBIM, 00€ JaHHbIE MyTalUd OBLIM OOHAPYXKEHBI Y OJHOTO TMAIUEHTA.
[Ipennonaraemple  QyHKIHOHANbHbIE S(GQGEKTs MyTaluid B OCTaBIIMXCA 18 reHax uMenu
HEOTIPEICIEHHYIO KIIMHIUYECKYI0 3HAaYUMOCTh. C y4eToM pe3yabTaToB IeHETUYECKOTO TECTUPOBAHUS U
JAHHBIX KaTaMHe3a Ha MOMEHT OOpabOTKM MAaHHBIX JBYM HalMeHTaM ObUl yCTaHOBJECH JWArHo3
KaTeXOJIAMUHEPIHYECKOH MOJUMOPGHON  KEIMyJOYKOBOH TaxWKapIud, OJHOMY TMAlUUEHTY —
ApPUTMOTCHHAsI KapAWOMHONIATHSA, OJHOMY HAIlEHTY — JWJIATAllHOHHAs KapJHOMHOIATHS, U OJHOMY
MAIMEeHTY — CHHAPOM y/UTMHEHHOTO HHTepBaia QT 2 MONeKyIIpHO-TeHEeTUYECKUI BapUaHT.

Oco0eHHOCTH M XapaKTep TeYeHHs KeJIy/I0UYKOBBIX ADUTMHIA y JeTeil
PA3JIMYHBIX BO3PACTHBIX TPyNI

B crpykrype KA mnpeoGmanana wuzonupoBanHas KD (n=178; 45,4%), yactas XKD c
HeycroitunBbiMU nmapokcuzMamu KT Betpeuanace y 33,2% nauuentoB (n=130) u 2)KT —y 21,4% (n=84)
nanueHToB. M3onupoBannas XKD cTaTUCTUYECKH 3HAYMMO PEKE BCTpeuaaach B TPyMIeE AETEH crapiie
12 ner (p=0,018). {aunsiit Bapuant KA Habmonancs y 39% (n=96) nereit >12 ner, y 52,2% (n=12) —
B rpynne 1-3 net, 60,7% (n=17) — B rpynmne 4-6 aer u 54,6% (n=53) — B rpynmne 7-11 ner.

VY 8,9% (n=35) nmereii ormeuanoch dopmupoBanne TKMII na done mmmomatmueckux KA.
Hau6onee yacro TKMII Bo3Hukana y nanuentos 12-17 ner (n=29; 11,9%). B Toxe BpeMs kpurepuu
TKMII Obuu BeIsiBIIEHBI Y 8,7% (n=2) nerei panHero Bo3pacta u 4,1% (n=4) gereit 7-11 ner, cpeau
nereit 4-6 et He ObuIO HU oxHoro marwmedra ¢ TKMII. Pazanuus ObUTH CTaTHUCTUYECKU 3HAYMMBIMH
(p=0,034) (pucynox 4). V 24 (68,6%) nereit ¢ TKMII otmeuanocs camkenne ®B JIK, y 11 (31,4%) —
munaranus JOK u y 5 (14,3%) manuerToB — coueranue auiatanu U cHiwkenus ©B JIK. B nuaamuke
munaranus w/unn cHmkenne @B JDK gepes 2 mecsna nociie Havaina MpoBEICHUS aHTHAPUTMUYECKON
Tepanuu WIK MPOBEICHHS KaTeTepHoil abmanuu coxpassuiuch y 20 (57,1%) manuenToB, a uepes 6
Mecs1EB Y BCeX MAaMEHTOB OTMeYaaach HOpMaIu3alus pa3MepoB U COKpaTUTeNbHOM ciocobnoctu JIK.
3a BpeMsi HAOJIOAEHUS CIIOHTAHHOE pa3pelieHHe HKEeNIyJ0YKOBOM  apUTMHUH ObLIO
3apeructpupoBaHo y 97 (24,7%) nanueHtoB. Y netei crapiiell BO3pacTHOM IpylIbl CTaTUCTHUYECKU
3HAYUMO peKe HalJI01anoch CIOHTaHHOe paspernienne JKA, Mo cpaBHEHUIO ¢ APYrUMU BO3PACTHBIMU
nepuogamu (n=36; 14,8%) (p<0,001). Cnontannoe paspemienue KA ormeuanacsd y 34,8% (n=8) nereit
panHero Bo3pacta, y 50,0% (n=14) nereit 4-6 netr u 'y 40,2% (n=39) nmereit 7-11 ner (pi14=0,027,
P24<0,001, p34<0,001) (pucyHox 4).
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Pucynok 4 — CpaBHEeHME 4aCTOTHI CIIy4aeB CIIOHTAHHOTO Pa3pelleHUs U Pa3BUTHS
TaXUUHAYLIUPOBAHHOM KapAMOMHUOIIATUH Y TALIMEHTOB Pa3HbIX BO3pacTHbIX Ipynil [Ipumeyanue:
TKMII — TaxunmHAYIMpPOBaHHAsA KapIMOMHUOIATHS

DaKTOPHI CHOHTAHHOIO Pa3pelieHus] HINONATHYECKHUX KeJTYyJ0YKOBBIX ADUTMHI y 1eTeH

[TanmeHTsl, Yy KOTOPBIX OTMEUAIOCh CIIOHTaHHOE paspemienne KA UMenu MEeHbIIYI0 IUIOIAlb
nosepxHoctu Tena (I1IT) u 6pum Gonee mamero Bozpacta. [T co cnonTanHbIM pasperiennem KA



13

cocrasmia 1,2 [0,96; 1,59] M?, B To BpeMms Kak B IpyIIe OTCYTCTBUs CIOHTAHHOTO paspemenus — 1,53
[1,2; 1,74] m*> (p<0,001). Menuana Bo3pacTa Ha MOMEHT IIPOBEJICHHS KapAHOIOIHYECKOIO
oOcienoBaHusl B rpymnie MalMeHTOB CO CIIOHTaHHBIM paspemieHuem cocrapmina 10 [7,0; 14,0] ner, B
rpynne orcyrctBusi paspemenus KA — 13,0 [22,0-25,0] ner (p<0,001) B rpynme crnoHTaHHOTO
paspemenus KA Tonpko 37,1% (n=36) nmereit Obun crapme 12 jieT, B TO BpeMsl Kak B TpYIIIe
OTCYTCTBHUSI CIIOHTAHHOTO pa3pernenus netu > 12 ner cocrapisuiu 70,5% (n=208) (p<0,001). V nereit >
12 neT maHchl CIIOHTAHHOTO paspernieHus cHmkarotcs B 4,05 paza (95% JAU: 0,152-0,400). B rpymnme co
CIIOHTaHHBIM pa3perieHneM JKA pexe BCTpedaluch kanoobl y nauneHToB (n=44; 45,4%) o cpaBHEHUIO
C rpymroi 6e3 crmoHTaHHoTOo paszpemieHus (n=175; 59,3%), paznuunst ObUTH CTATUCTUYCCKH 3HAYUMBIMH
(p=0,016). Hanmuwe >xano6 y marueHTa CHIKAeT MaHChl CIIOHTAHHOTO pa3perreHus B 1,76 pasa (95%
JA: 0,359 — 0,904). Hanuuue »xanob Ha cepAueOueHus: CHUXKAET I1aHChl CIIOHTAHHOTO pa3pelieHus B 2
paza (95% AU: 0,292 — 0,857). CuHKONaIbHBIE/IPECUHKONAIIBHBIE COCTOSHUSI PETUCTPUPOBAINUCH Y
14,4% (n=14) nmanueHTOB co cnoHTaHHBIM paspeuieHueM KA u y 25,1% (n=74) nanueHTtoB 0e3
cnonTanHoro paspemieHus KA (p=0,035). ¥V nanueHToB ¢ CHHKOIIE/TIPECUHKOIIE IIaHCHl CIIOHTAHHOTO
paspemienus camkarores B 1,98 paza (95% AU: 0,27 — 0,941).

KT xak u3oimpoBaHHas1, Tak U B coueTanuu ¢ XKD peructpuponanace B 26,8% (n=26) ciydaen
B TpyIIEe cO CHOHTaHHbIM paspemeHueM KA u B 63,7% (n=188) ciyuaeB B rpymnmne OTCYTCTBUS
cnonTanHoro paspemienus (p<0,001). [Tpu vammarm XKT m1aHchl CIOHTAHHOTO pa3penieHus CHIKAIOTCS
B 4,81 (95% AU: 0,125 —0,346). B rpynmne cnontanHoro paspemienus XKA nokanuzanus skronuu B [DK
oTMedanack y 85,6% (n=83) manmeHToB, a B TPyIIe OTCYTCTBUS CIIOHTAHHOTO pasperieHus —y 62,0%
(n=183) (p<0,001). Jlokanuzauus sxronuu B [DK yBennunBaeT maHchl CIOHTAHHOTO pa3petieHus B 3,63
paza (95% JAU: 1,965 — 6,699). B rpynmne nanueHToB CO CIIOHTAHHBIM pa3zpenieHneM KA MIOTHOCTh
OKTONMUW ObUTa CTATHCTUYECKA 3HAYMMO MEHBIE, YeM B TpYIIE OTCYTCTBUS CIOHTAaHHOTO
kynupoBanus: 19,75 [12,75; 28,0] % npotus 28,0 [18,65; 39,3] % (p<0,001). Hanuume nmnotaoctr KA
<20% yBenMuYMBAaeT IIAHCHI CHOHTaHHOro KynupoBaHus KA B 2,44 paza (95% JAU: 1,51 — 3,928)
(p<0,001). CpaBHuTenbHas xapakrepucTtuka KinHudeckux u OKI'-mokaszareneli ManMeHTOB B
3aBUCHUMOCTH OT HAJIMYMS/OTCYTCTBUSI CIIOHTAHHOT'O pa3pelleHus PeCTaBlIeHa Ha pUCYHKE 5.
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5a 56
Pucynok 5 - CpaBHUTENbHAS XapaKTEPUCTUKA KITMHUYECKHX (a) U AIeKTpoKkapauorpapudeckux (0)
MoKa3aresei MalueHTOB B 3aBUCUMOCTH OT HAIMYMS/OTCYTCTBHSI CIIOHTAHHOTO pa3pelieHus
KENyJOUYKOBOH apUTMHUH
[Ipumeuanue: IDK — npaselii xxemynoudek, KA — xxemynoukoBast apurMus, JKO — xKeny10uKkoBas
9KCTPACUCTONHUS

I[J'Iﬂ OIICHKHU KOMIIJICKCHOT'O BJIMAHUA Q)aKTOpOB Ha BEPOATHOCTH CIIOHTAHHOI'O PA3PCIICHUA KA
ObLIa IMpoOBCACHA perpeccus Koxkca. U3menenns BCPOATHOCTHU CIIOHTAHHOTO Pa3pCHICHUA KA B
3aBUCHUMOCTH OT HAJIMYHUA KAXJO0TO U3 (I)aKTopOB YKa3aHbI B Ta6J'II/II_IC 1.
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Tabmuna 1 — V3MeHeHHs BEPOSTHOCTH CIIOHTAHHOTO Pa3peIIeHus )KeIyA0YKOBBIX HAPYIICHUH pUTMa
CepJLa B 3aBUCUMOCTH OT BJIMSIHUS OTAEIBHBIX IPEAUKTOPOB

3MeHeHUs BEpOSITHOCTH TIPU HAJTHYHH 5
[IpenukTop PEMKTOPA p aJi1 it
adjusted HR 95% CI HIKaJTBI
Wzonuposannas K3 3,137 1,812 -5,432 <0,001 1,5
[TpaBOCTOpOHHSS JIOKATU3AIHS 1,955 1,097 — 3,485 0,023 1
ITmotHOCTE XKA <20 % 1,762 1,148 —2,704 0,010 1
Bospact <12 nier 1,876 1,189 — 2,961 0,007 1

[Ipumeuanue: KA —xenynoukosas aputMmus, JKO — xenynoukosas 3kctpacuctonus, 95% CI—95%
noseputenbHbIN HHTEpBaAT, adjusted HR — ckoppekTupoBaHHOE OTHOIICHHUE PUCKOB, P — YPOBCHD
CTaTHUCTUYECKOM 3HAUMMOCTH
Ha pucynke 6 conocraBiieHbl 3Ha4€HUsI CKOPPEKTUPOBAHHOTO OoTHOIIEHUs puckoB (OP) ¢ 95%
JAW i1 u3yyaeMsblX PEIUKTOPOB.

Bospacr <12 ner

IInotHOCTE KA <20%

IIpaBocTOpOHHSA
JOKaJIH3aIHs

H3onupoBaHHast
x>

1 2 3 4 5 6

OP; 95% 1
Pucynok 6 — OuieHKr OTHOIIEHHS pUCKOB ¢ 95% NOBEpUTENBEHBIM HHTEPBAIOM JJI U3Y4a€MBbIX
MPEIMKTOPOB CIIOHTAHHOTO PA3pPEIICHUS KEITYI0UKOBOM apUTMHUU
[Tpumeuanue: AN — noBeputenbHblil nHTEpBa, KA — KenynoukoBast aputMus, KO — Keny10uKkoBas
skcTpacucronus, OP — oTHOLIEHHE PUCKOB

Ha ocHoBaHuu mosydyeHHBIX 3HAYEHUH CKOppekTHpoBaHHOro OP kaxmomy HeE3aBUCHUMOMY
MIPEIMKTOPY ObLI MPHUCBOEGH 0ajul, KOTOPBIM paccUUTHIBAJiCS IyTeM JeneHus 3HadeHuss OP Ha
MuHUManbHOe 3HadeHue OP B Momenmu. Meromom ROC-ananuza OblTM OmpeneseHbl MOTPaHUYHBIC
3Ha4YeHHs CyMMbI 0aioB. [Tnomaas moa ROC-kpuBoii kassl IpOrHO3a CIIOHTAaHHOTO pasperieHus KA
cocraBuna 0,810,026 (95% AU: 0,76-0,86). IlomyueHHas mMojens ObLIa CTATUCTUYECKH 3HAYUMOM
(p<0,001). ITpu ucnonb30BaHUH HE3aBUCHUMBIX MPETUKTOPOB BEPOSITHOCTH CIIOHTAHHOTO pa3perieHUs
KA, Obutn Bbienensl 3 rpymmbl. ['pynma 1 — manueHTBl ¢ HU3KOM BEpPOSITHOCTHIO CIIOHTAHHOTO
kynupoBanusa KA (cymma 6amioB ot 0,0 mo 1,5), rpynmna 2 — mayeHTsl co cpelHed BEPOATHOCTHIO
crnoHtanHoro kynupoBaHus JXXA (cymma 6amios ot 2,0 no 3,0) u rpynna 3 — manueHThl ¢ BBICOKOM
BEPOSITHOCTHIO CHOHTAHHOTO KynupoBanus KA (cymma 6amnoB ot 3,5 10 4,5).

®axkTOopHbl, ACCOUMPOBAHHBIC ¢ PA3BUTHEM TAXHUMHAYIHMPOBAHHON KAPIMOMHONIATHH Y JieTel ¢
UANONATHYECKUMH 7KeJIyI0YKOBBIMHM HAPYLIEHUSIMH PUTMAa cepana

[Ipu comocraBieHHH aHTPOTIOMETPUUECKUX U BO3PACTHO-TIOJIOBBIX JAaHHBIX MAIUEHTOB OBLIH
MOJIYYEHBI CIIEIYIONIUE pa3Inyus MEX 1y NanueHTaMu AByX rpymni. Menuana 11T nauuenTos B rpymie
Hammaus TKMIT cocrasuna 1,75 [1,42; 1,86] M2, a B rpynne orcyrctBust TKMII — 1,45 [1,08; 1,70] M
(p<0,001) Memuana Bospacta marnueHToB ¢ TKMII cocraBuna 15,0 [12,5; 16,0] ner, a B rpymnme
narueHToB 6e3 TKMII — 13,0 [9,0; 15,0] ner (p=0,013). Cnenyer ormeruth, uto 82,9% (n=29)
naiuenToB B rpynne Hanuuus TKMII Obn B Bo3pacte > 12 niet, a B rpymme orcyrctBust TKMIT —
60,2% (n=215) nauuenros. Hlance pazsutus TKMII y nereit B Bozpacte > 12 et B 3,19 pa3za Bbie,
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yeM B Bo3pacte Jo 12 net (95% JAU: 1,29 —7,89).

B rpynne namuust TKMII netu uamie npeabsBisiig xanoOsl (n=26; 74,3%) 1o cpaBHEHHIO C
rpynmnoit orcyrctBus TKMIT (n=193; 54,1%) (p=0,021). [ance! BeisiBienus y nanuerta TKMII npu
HAIMYMK KaJo0 yBETMUMBAIKUCH B 2,46 pa3a 4yeM mpu OoTcyrcTBUH x)anod (95% JAU: 1,12 — 5,39).
XKao6b1 Ha yTOMIIsIEeMOCTh pebABILIHN 25,7% (n=9) nereii ¢ TKMII u 12,6% (n=45) nauueHtoB 6e3
TKMII (p=0,040). IIpecunkonaibHble WM CUHKONAIbHbBIE COCTOSIHUA oTMevanuch y 37,1% (n=13)
nerer ¢ TKMII u y 21,0% (n=75) nereir 6e3 TKMII (p=0,035). ComnocraBieHne KINMHUYECKHX
XApaKTEPUCTHK y MALMEHTOB B 3aBUCUMOCTH OT Haimuusg TKMII npencrasiieHo Ha pucyHKe 7.

90%  82,90% 74,30%
80%
m
2 70% o o
% oy 60,20% 60,00% 54,10%
S 50%
0,
= o 37,10%
8 26 10% 0
g 30% o e 21,00%
= 20% 12,60% I
10%
e ﬂ
\nV \~ ‘Q\G ‘t"‘o ‘3‘*
&7/ Qﬁ/ % @g‘ \O‘I\
o & s ¥
8 < 4¢ &
8 &

B Hangmaue TKMIT B OrcyrerBue TKMIIT
PI/ICYHOK 7 — ConocTaBiieHHE KIMHAYECKUX XapaKTCPUCTUK Yy IMAIIMCHTOB B 3aBUCHMOCTH OT HAJIUYUH A
T&XHHHHyquOBaHHOﬁ KapanoMHUOoIIaTuun
ITpumeuanue: IIIT — momaae noBepxHoctu tena, TKMII — TaxunHayniupoBaHHas KapIuOMUONIaTHsI

XT, B ToM uucne HeycTouuBas y gerei ¢ yacroit XKD, perucrpuposanacs y 80,0% (n=28)
nanueHToB ¢ TKMII u tonbko y 52,1% (n=186) mauuento 6e3 TKMII (p=0,002). llancsl pa3Butus
taxunHayuupoBanHoi KMII npu nanuuuu KT B 3,68 pa3 Beie, yem npu orcyretBun KT (95% AU:
1,57-8,64). ITapusie XKD CTaTUCTUYECKH 3HAYMMO 4Yalle PETUCTPUPOBAIUCH B T'PYIIE MAlUCHTOB C
TKMII. V nanuenroB ¢ TKMII napusie X3 peructpupoBaiuck B 75,0% ciydaeB (n=15/20), a y
nanueHToB 6e3 TKMII — B 44,8% (n=129/288) (p=0,010). Ilancer pazsutuss TKMII yBenuumnBanuch
npu Hamuuuu napueix KD B 2,7 paza (95% AU: 1,31 — 10,45). Cpeau mnamuentoB ¢ TKMII
peructpupoBaIUCh XKD ¢ MEHBIIUM CpelHUM 3HaueHueM anurtesibHocTH 19U onunounoit. Cpennsis
nutenbHocTh [I1OU ogqunounoit XKD y naurentoB ¢ TKMII cocraBuna 433,5 [414,0; 464,0] mc., a 'y
nanuentoB 6e3 TKMIT — 467,0 [426,5; 529,0] mc. (p=0,035) (pucyHok 8a). Meauana miaotHoctd KA y
nanueHToB ¢ TKMII cocraBuna 37,0 [30,0; 44,0] %, B To BpeMs kak y nanueHToB 6e3 TKMII — 24,5
[15,0; 35,0] % (p<0,001) (pucynok 80). IlnoTHoCcTh apuT™Muu Oni1a 60see 25% y 88,6% (n=31) nerei,
y KOTOphIX oTMevanoch ¢opmupoBanue TKMII u y 46,2% (n=165) nereit 6e3 kputepue TKMII
(p<0,001). [ancer pazsutuss TKMII y gereii ¢ mnotaocthio XKA Gonee 25% B 9,2 paza 6osbliie, 4eM y
nereii ¢ ioTHocThIo JKA menee 25% (95% [U: 3,12 — 26,08).
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PI/IC}’HOK 8 — ComnocraBncHue CpCAHCTO 3HAYCHUA IPCAIKTOIMNICCKOTO0 HHTEPBAJIa SKCTPACUCTOJIBL (a) n
IIJIOTHOCTH )KCJ'Iy,[[O‘-IKOBOﬁ ApuUTMHUU (6) Y NalMCHTOB B 3aBUCUMOCTH OT HAJINUYIHUA
TaXHHHHyquOBaHHOﬁ KapAuOoMHUOIIaTuu
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[Ipumeuanue: XKA —xenynoukosas aputMust, [I1I9U — npemskronnueckuii uurepsai, TKMIT —
TaXUMHAYLUPOBAHHAS KapAUOMHUOIIATHUS

st pa3pabOTKH MPOTHOCTHYECKOW MOJENH, ONpeelstonieid BeposaTHOCTh pa3Butus TKMII,
HaMyd ObUIM OTOOpaHBI KIMHWUYECKHE W JJeKTpokapauorpaduyeckue (GakTopsl, oOiagaronme
HaWIY4IllIUM NPOTrHOCTUYECKUM noTeHuanoM (p<0,1). [loctpoenne Moenu ocyniecTBIsNIOCh METOJI0M
OWHApHOH JOTHCTHYECKOH perpeccuu. Habmogaemast 3aBUCUMOCTD ONMCHIBaeTCsl ypaBHeHHEM (1):

P=1/(1+¢%

z=-5,217 + 0,039*Xmot - 0,003*Xmu + 1,748*Xnnr (1)

rae P — Bepostnocts pazButus TKMII, Xnnor — miotHocts KA, %, Xnou — AIUTETBHOCTD
cpenero IOU XKD, mc., Xnnr — [T narnuenta, m2.

[TonyuenHas perpeccuoHHast MOJENb SIBIsIETCs cTaTucTudecku 3HaunmMoit (p<0,001). Mcxoas u3
3HaueHus kod¢¢uuuenta nerepmuHanuu Haimkenkepka, 35,3% nucnepcun BEpOSTHOCTU Pa3BUTHS
TKMII onpenensitores pakropamu, BKIFOUEHHBIMU B MoZeNb (1). Mcxons 3 3HaueHni perpecCMOHHBIX
ko3¢ punmenTos, npeaukrops! [T u nnotHocTs XKA nMenu npsiMyro cBsi3b C BEPOSITHOCTBIO pa3BUTHUS
TKMII, a npenuxTop anutenbHOCTh cpeanero [1OU XKD — oOpatHyto cBsi3b. XapaKTepUCTUKU KaXKJI0TO
13 (paKTOpOB MpeCcTaBleHbl B TabmuIe 2.

Tabmuma 2 — XapakTepUCTUKH CBSI3U TMPEAUKTOPOB Mojaeiau (1) ¢ BepoATHOCTbIO pa3BUTHUS
TaxXMUHYLIHUPOBAHHOW KapAMOMUONATUN

Unadjusted Adjusted
TpemaxTop OR; 95% CI P OR; 95% CI P
5,742;

MIIT 4,531; 1,774 - 11,576 0,002 2.161 — 15,254 <0,001
[TnotHOCTE KA 1,049; 1,026 — 1,072 <0,001 1 0141"941; 067 | 0,003

Hannune napubix KO 3,698; 1,309 — 10,445 0,014 - -
191 XKD cpenumii 0,956; 0,909 — 0,990 0,021 0 9906’9—9(7);999 0,006

[Ipumeyanue: p — ypoBEHb CTATUCTUYECKON 3HAUMMOCTH, OR - CKOPpEKTHPOBAHHOE OTHOILICHUE

maHcoB, 95% CI — 95% noseputenbHbliil nHTEpBAT, KA — )xemynoukoBas apurMust, KO —
*KenynoukoBas skcTpacuctosusd, [T — mnomane nosepxuoctu tena, [119U — npenpkronuyeckuii
WHTEpBA

Ha pucynke 9 conocraBiieHbl 3HaUY€HUS CKOPPEKTUPOBAHHOIO OTHOLIEHUS IIaHCcOB ¢ 95% JIU
JUTSI ©3yd9aeMbIX (paKTOPOB, BOIICIIINX B MOJIenb (1).

Cpemmii IIDH

ITnoTHOCTH ACA .

IIIT

0 1 10
OIIT, 95% K
Pucynok 9 - OneHku OTHOIIEHUS IAHCOB € 95% N0BEPUTENBHBIM UHTEPBAIIOM JIJISl U3y4aE€MbIX
MPEAUKTOPOB BEPOSATHOCTH PA3BUTHS TAXUUHAYLIUPOBAHHON KapUOMHUOIIATUH
[Ipumeuanue: XA — xenynoukonast aputmus, KA — xxenynoukosas aputmus, [HI1T —nnomans
nosepxHoctu Tena, [I9M — npegdkronnyeckuii HHTEpBal

[ToporoBoe 3HaueHHE TOTUCTHYECKON (yHKIIMH P ompeeneHo ¢ OMOIIbIO MET0/1a IOCTPOCHUS
ROC-kpuBsbix. [Tnomans mox ROC-xpuBoii cocraBuna 0,833+0,042 (95% HAU: 0,751 — 0,915).
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IToporoBoe 3nHauenue BepositHocTH pazButust TKMII P coctaBuno 0,0655. Ilpu 3nauenusax P>0,0655
onpezensics Beicokuil puck pazsutus TKMII npu nnnonatuueckux XKA. Ilpu 3nauenusix P <0,0655 —
Hu3kuid puck passutus TKMIL. UyBcTBUTEnbHOCTH M crneuuuyHOCTs Mojenu (1) mpu naHHOM
MOpPOroBoM 3HadeHuu coctaBuwiu 75,0% u 77,1% cooTBETCTBEHHO.

bouta paspabotana OajuibHasi IIKajga ompeneleHus BeposTHOcTH paszButuss TKMIL.
KonunuectBenHble (pakToppl ObUIM IEpEBENEHBl B KaTErOpHUajbHbIE, OCHOBBIBASICh HA MEJIUMAHAX U
MPOLIEHTIIISIX MOoKa3zareneil. Kaxmaomy ¢akTopy ObLI IPUCBOCH 0aill, KOTOPBIM PACCUUTHIBAJICS ITyTEM
nenenns oueHky mancos (OLLD) mpeaukTopa Ha Munumansubiid OLL B Mogenu. Paccuntannas OaipHas
cUCTeMa IpejicTaBIeHa B Tadnuie 3.
Tabmuua 3 — baybHAas mIKana BEpOATHOCTH Pa3BUTHS TAXUHHYITUPOBAHHON KapANOMHOTIATHY Y ACTEH
C UIMONaTUYECKUMU JKEITyIOYKOBBIMU apUTMUSMU

H3MmeHennst BEpOATHOCTH ITPU HATMYUHU Basmn s
[IpemuxTop IPEAUKTOPA p
AOR | 95% CI TIIKAJIBI
[17T0THOCTB 7K€y TOYKOBON apUTMHH
25 -29% 8,434 1,291 — 55,106 0,026 2
30 - 34% 11,276 1,686 — 75,416 0,012 3
>35% 17,15 3,603 — 81,639 <0,001 4
Cpennuit [19U XKD no 434 mc. 3,742 1,304 — 10,738 0,014 1
IIIT > 1,7 »* 4,945 1,766 — 13,461 0,002 1
[Ipumeuanue: K3 - xenynoukosas s3xctpacucronus, IIIT - mromane nosepxnoctu tena, [IDU —
MPEASKTONMMYECKUI UHTEPBAJL, P — YPOBEHb CTATUCTUYECKON 3HAUNMMOCTH, AOR - CKOppeKTHpOBaHHOE
oTHomeHue mancoB, 95% CI — 95% noBepuTenbHBIN HHTEPBAIT

[Torpannynbie 3HaYEHUS CYMMBI 0AJIJIOB, KOTOPBIE Pa3/IEAIOT MAIIMEHTOB Ha TPYIIBI BBICOKOH,
cpenHeid w HU3KOW BeposTHocTH paszButuss TKMII Obum ompenenensl Merogom ROC-ananmusa.
[Tnomans mog ROC-kpuBoii mkansl mporHo3a Bo3HukHoBeHus TKMII cocraBuna 0,805+0,037 (95%
. 0,732 — 0,878). Ilomydennas monenb Obuta cratuctuyecku 3Haunmon (p<0,001). Ilpwm
WCIIOJIb30BAHUH HE3aBUCUMBIX MPEAUKTOPOB BEPOATHOCTH BOo3HUKHOBeHUsT TKMII, Oblu BhIZCTICHBI 3
rpynnsl. ['pynma 1 — manueHTsl ¢ HU3KOM BeposTHOCThIO pa3BuTuss TKMII (cymma 6aioB ot 0 g0 2),
rpynmna 2 — MamueHThl CO CPpeHEN BEpOSATHOCTHIO crioHTaHHOTO pa3BuTHs TKMII (cymma 6aminoB ot 3
10 4) ¥ rpynia 3 — MalueHTHI ¢ BBICOKOW BEpOSATHOCTHIO crtoHTaHHOTO pa3Butus TKMII (cymma G6aimoB
oT 5 10 6).

Ouenka 3()peKTUBHOCTH AHTHAPUTMHYECKOM TePaNnu y eTel ¢ iAHONATHYEeCKUMHU
JKeJTyI0YKOBbIMH aPUTMHUSIMU

N3 392 namuenToB 272 (69,4%) nonydanun AAT. DPpexkTHBHOCTS JiedeHusl Obliia JOCTUTHYTA Y
164 (60,3%) nanueHTOB, Yepe3 2 Mecsia jgeueHus 3pheKTUBHOCTL coxpaHsiack y 158 (58,1%), a uepes
6 mecsneB y 148 (54,5%) nanuentos. [Ipu comocTaBieHnH JaHHBIX aHAMHE3a, AHTPOIIOMETPUYECKHX,
KIIMHUYECKUX JAaHHBIX U JIaHHBIX HMHCTPYMEHTAJbHBIX METOJOB HCCIEIOBAHMS IOKazaresei,
accoIMupoBaHHbIX ¢ 3P dekTuBHOCTEI0O AAT, a Taxke Bo3oOHOBIeHHEM JKA mocine ormeHbl AAT,
nosyueHo He Obut0. O6mas ¢ dexktuBHOCTs Beex HazHaueHUd AAT cocrasmia 40,4% (n=164/406).
OddextuBHocTh AAII IC cocraBuna 57,1% (n=125/219), 11 knacca — 21,1% (n=24/114), 11l knacca —
15,3% (n=9/59). Cpean 11 snmu30/10B npoBeneHuss koMOMHUpoBaHHOM AAT 3(QeKTUBHOCTH Oblia
nocturuyra B 54,5% (n=6/11) cinydasx. Bo Bcex 3 cnydasx HazHaueHus npenapara Bepanamun 1octuyb
addekTa He yaanoch.

B rpynne s¢pdextuBHoit AAT 79,1% (n=125) cnyqyaeB npuxoauinoch Ha AAII IC, B To Bpems
kak gonst AAII II knacca cocraBuna 15,2% (n=24), a AAII III knacca — Tonpko 5,7% (n=9). AAIT IC
KJjlacca MpoJAEeMOHCTPUPOBAIM Hauboubiryto 3¢gdexruBHocTh o cpaBHenuto ¢ AAIL II u III xmaccos
(p<0,001, p1c-n<0,001 u picam<0,001). ITpu Tepamuu AAII IC kiacca ObIIO JOCTUTHYTO HaMOOJIBIIIEE
CHIDKEHHE TJIOTHOCTH KeTyA04KoBo# skromnuu (-72,12 [-97,58; -26,32] %) 1o cpaBHEHHIO ¢ Tepanuen
AAII II knacca (-28,12 [-57,43; -3,87] %) u Il knacca (-28,29 [-53,56; -6,74] %) (p<0,001, p1c-u<0,001
u pic-m<0,001). B xone uccnenoBanus Oblia mpoBeAeHa olleHKa 3 ¢GeKTUBHOCTH oTaenbHbIX AIIIT
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kaxaoro kmacca. Cpenu AAIT IC knacca Hau6oabIIyi0 3 (HEKTHBHOCTD IPOASMOHCTPUPOBAI IIpenapaT
[Iponagenon (p<0,001, pi1-3<0,001). Ilpu comnocraBnenun pe3ynbraToB jeuenust Il u III kmaccos
CTaTUCTHUYECKH 3HAUYUMBIX pa3nuuunii 1o s¢pexruBHocTH AIIll 1 TUHAMMKY TNIOTHOCTH YKEITYI0UYKOBOM
9KTONHH B MpeJieiax JaHHBIX KJIACCOB MOJIYYEHO HE OBLIO.

Ouenka 3¢)¢eKTUBHOCTH PAIMOYACTOTHON KaTeTePHOI adjauuu y 1eTell ¢ HANONATHYeCKUMH
JKeJIyJ0YKOBBIMU APUTMHUSIMU

PYA >xenynoukoBoi SKTonuu OblIa BhITIOTHEHA 164 marpenTam B Bo3pacte oT 7 10 17 MOoJHBIX
netr. MeauaHna Beca MAIlMCHTOB HA MOMEHT BBITIONHEHUs abnamuu coctabisiia 57,0 (min-max: 22,0 —
121,0) xr, pocta - 167,0 (min-max: 120,0 — 191,0) cM, 62,2% (n=164) nareHTOB OB MAJTLYUKH.

B xome mpoBemeHUs SHAOKAPIUAIBLHOTO AIIEKTPO(GHU3UOIOTHUECKOTO HccieaoBanust y 17
(10,4%) narueHTOB OBLIO BBIABIEHO 2 U 0OJIee 30H kKelmyA0uKkoBoi akronuu. B 54,3% (n=89) ciyuaes
JOMMHHUPYIOIUHN 3KTONMWYECKUI ovar Haxoauwicsa B mpaBoM kenynouke (IDK). Hanbonee yacto 30HbI
SKTONHH pacnojaraiuch B BeIBoJHOM TpakTe [IDK (n= 61; 37,2%) u B obnactu cunycoB Banbcanbsbl
(n=41; 25,0%). K Haubosiee peaKuM JOKaIU3aLUIM CIeAyeT OTHECTH MaparucuanbHyro (n=6; 3,7%),
snuKapauanbHyo (n=5; 3,0%) mokanu3aiuio u 006JacTh MEXIKETYI0UKOBOM neperopoake (n=2; 1,2%).
Octpas s¢dextuBHOCT PYA Obuta nocturnyra y 151 (92,0%) namuenrta, yepe3 2 mecsia Imocie
abnaruu 3QPeKTUBHOCTH JeueHus coxpansiachk y 147 (89,6%) nauueHnToB u uepe3 6 mecsues — y 145
(88,4%). 1514 BBISIBICHUS HE3aBUCUMBIX NMPEAUKTOPOB HedhdekTruBHOCTH PYA B OTHaNIEHHOM ITEepHoe
ObUT IPOBEJICH MHOTO(AaKTOPHBIN aHanu3. bbulo ycraHoBieHO, yTo nonudokycHas KA yBenuuuBaer
maHcel HedpdexktuHocTH PYA B 8,814 paz (95% HAU: 1,943 — 39,981), mpenmecTByromas
spdextuBHOCTE AAT yBenmnuuBaet mancel HeahdektuBHoctu PUYA B 16,522 pa3 (95% JAU: 1,959 —
139,374), nenocratounas uHayknus JKA B X0Jze omnepany yBEJIWYUBACT IIAaHCHI HEAPHEKTUBHOCTH
PYA B 9,369 pa3 (95% JAU: 1,400 - 62,684).

Pa3paborka nepconnpuumpoBaHHON MPOrPaMMBbI BeIeHUS AeTeld ¢ HAHONATHYECKUMHU
JKeJTyI0YKOBbIMH apUTMHUSIMU

Br16op cTpareruu BefieHus U JeueHus neTei ¢ uaunonatuueckumu JKA onpezaensieTcsi BO3pacToM
peOcHKa, KIMHUYECKOW KapTuHOHM, Hamumuuem/otcyrctBueM TKMII, a Ttakke BeposSTHOCTHIO
CIOHTAHHOTO pa3pellieHus] apuTMHH B miporiecce Habmoaenus. OueHky BeposiTHocTH pazButust TKMII
PEKOMEHI0BAHO MTPOBOAUTD, UCIIOJIb3YS OATbHYIO HIKATY OLEHKHU, pa3paboTaHHYIO B XO/I€ HACTOSIIETO
uccaenoBanus (Tabmuna 4).

Tabnuna 4 — bamibHas 1kana OIeHKH BEPOSTHOCTH PAa3BUTHS TAXUUHAYIIUPOBAHHOM KapIUOMHONIATHH
y JeTeH ¢ UANOMAaTUYECKUMU JKEeTYIOYKOBBIMU apUTMHUSIMHU

IIpenuxTop O 95% AN) p Baun
IIT > 1,7 M 4,945 (1,766 — 13,461) 0,002 1
CpenHuii NpeadKTONNYECKUI HHTEPBAIT 3,742 (1,304 — 10,738) 0,014 1
KD <434 mc.
IInorrocTh KA ot 25 10 29% 8,434 (1,291 —55,106) 0,026 2
ILnorrocTs KA ot 30 mo 34% 11,276 (1,686 —75,416) 0,012 3
IInorrocTh KA ot 35% 17,15 (3,603 — 81,639) <0,001 4
BepositHocTs pazsutust TKMII

Huzkas 0-2 6ama

Cpennsist 3-4 Gamna

Bricokas 5-6 GamioB
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[Iponomkenue Tadmuis 4

[Ipumeuanwue: I — noseputenpHblil nHTEpBai, KA — xenynoukoBas aputMus, KO — xxenynodkoBas
skcrpacuctonus, [T — mnomans noeepxuoctu tena, TKMIT — taxunnaynupoBansas kapauomuonatusi, OLL
— OLICHKA IIaHCOB, P — YPOBEHb CTATUCTHUYECKON 3HAUUMOCTHU

Jliisi OLIEHKH BEPOSITHOCTH CHOHTAaHHOTO paspemieHus KA Hamu Oblna paspaboraHa OayibHAs
1IKana, ocHoBaHHast Ha OP nmpeuKTopoB, MOJIy4EHHBIX B X0/1€ MHOTO()aKTOPHOTO aHaIu3a (Tabnuuna 5).
Tabmuuna 5 — bamnpHas mIKaga OLEHKHA BEPOSITHOCTH CIIOHTAHHOTO pPa3pemIeHHs KEeITyJOYKOBOU
apUTMHUHU

I[peankTop OP (95% AN) p bana
Bo3spacr <12 ner 1,876 (1,189 —2,961) 0,007 1
[TnotHOCTH KA <20% 1,762 (1,148 —2,704) 0,010 1
[TpaBOCTOPOHHSIST JIOKATH3AITHS 1,955 (1,097 — 3,485) 0,023 1
Mzomuposannas KO 3,137 (1,812 — 5,432) <0,001 1,5

BeposiTHOCTH CHOHTAHHOTO pa3pelienns KA

Huskas 0 — 1,5 6amma
Cpenusis 2-3 Gamma
Bricokas 3,5 —4,5 6ama

[Ipumeuanne: /I — noBeputensHbid nHTEPBAT, KA — )xenmymnoukoBas aputMus, XKD — jKemymodaKoBast
skcTpacucronusd, OP — onieHka pUCKOB, p — YpOBEHb CTATUCTUYECKON 3HAUUMOCTH

B ocHOBy nepcoHMHUIMPOBAHHONW HPOrpaMMbl TUArHOCTHKH, JICYEHUS U aMOyJaTOpHOTrO
HaOmoneHus: JAered ¢ uauomarnueckuMu KA Jernmu  Mozenb ONpeaeseHHs] BeposSTHOCTU
ONaronpusATHOIO HUCXOJAa ApUTMHUU B BHUJIE CIOHTAHHOTO pa3pelIeHUs W MOJENb ONpeeseHHUs
BepossTHOCTH pa3Butusi TKMII. Anroputm HaGmI0AeHUS AIIMEHTOB TIPEACTaBICH Ha pucyHke 10.



,I[ern ¢ uauonarrdeckuMH JKA o Ppes3yiabpTaraM INepBHYHOIO KapaHOJIOIH4eCKOoro OGC.-'Ie,Z[OBaHKSI

OTCyTCTBHE a0COMIOTHBIX TOKA3aHHH K JIeYeHHIO

OueHHTh BepoaTHOCTh paspuTasg TKMIT

e

OueHHTH HaTH9IHe IOKA3aHHH K Je4YeHHIO

Hamuuie adCOMFOTHBIX MOKA3aHHH K Ie4eHHIO:
CHMIIOTMHAS aPHTMHI
passutae TKMII

OneHuTs BEPOATHOCTD CIIOHTAHHOIO pasperneHHa

HH3Kad

cpegHIL

BBICOKaA

BBICOKasA Ccpeanas

Habmonense 1 pas B 6 MecAIes:
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|
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!

A 4
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He s dexTapHa
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Kanobsr
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SddeKTHBHOCTD
PYA coxpaHseTcq

Permupus JKA

y

I'Ion'ropﬂoe obcaeoBaHue ¢ OpHMEHEeHHEM JOIIOTHHTEIbHBIX METOIOB

JuarHocTHKH: MPT cepana bethsnize MOJIEeKYIPHO-TEHETHIECKOTO TECTHPOBAHHA

Caathe ¢ ydera

Pucynox 10 — IIporpamma nepcoHuUIIMPOBAHHOTO HAOIIOAECHUS IeTeH C HMONAaTUYECKUMH JKETyI0UKOBBIMH HapyIIEHUMHU pUTMa cepra
[Tpumeuanne: AAT — anTapuTMuueckas Tepanus, XKA — xenynouxosas aputmus, PUA — paguodacroTHas karerepHas abnamms, TKMIT —
TaXuUHIyupoBanHas kapauomuonarus, OKI™ — anextpoxapanorpadus, XM-OKI' — xonTepoBckoe MOHUTOPUPOBAHUE IEKTpOKapaAnorpaduy,

3XO-KTI" — axokapauorpadust
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3aKIIoueHue

JlanHO€ ucce10BaHue TIO3BOJIMIIO ONIPECTUTh KIMHUYECKHE U AJIeKTpoKapanorpaduyeckue
0COOEHHOCTH MIMOMATHYECKUX JKETYAOUYKOBBIX apUTMUH y JieTell. bblin BBIABICHBI HE3aBHCHUMBIC
IPEIUKTOPBl  ONarompusiTHOrO  TeyeHus  3a0ojeBaHUs M OPEIUKTOPbl  PAa3BUTUS
TaxXUMHYLIUPOBAaHHOW KapJuOMHONATHH. bbIJIO yCTaHOBIEHO, YTO HpU MPOrpPECCUPOBAHUN
3a00JIeBaHUs M TOSBJICHUM KIMHUYECKUX TIPU3HAKOB, HE THIHWYHBIX JUIS HWAAOTIATUYIECKUX
KEIIYI0UKOBBIX apUTMUM, JOTOJHUTEIbHBIE METOJbl MCCIEJAOBAaHUS, TaKUe KaK MarHUTHO-
pe3oHaHcHas ToMmorpadusi cepana M MOJIEKYISIPHO-TeHETUYECKOe TECTHPOBAHUE, MOTYT OBITh
3 PEKTHBHBI B OUCKE ITHOJIOTUH JKEITYI0UYKOBBIX apuTMuil. PagrodactoTHas kaTeTepHast abmarus
MPOJIEMOHCTPUPOBAJIa OOJBIITYI0 A(P(PEKTUBHOCT, B JICYCHUH HIAMOMATUYECKUX IKEITYIOUYKOBBIX
apUTMHUH y AETEN 110 CPABHEHUIO C aHTUAPUTMHYECKON Teparmen.

BriBoabI

1. Knununyeckass xapTvHa U TeueHue 3a00JIeBaHMSI UMEIOT BO3PAcTHBIE OCOOEHHOCTH.
Jletu crapiie 12 neT cTaTUCTUYECKHU 3HAYUMO Yallle UMEIOT Kajio0bl, B YaCTHOCTH Ha cepALeOreHUs
Y CUHKOMAJIbHBIE U NMPECUHKONAIbHBIE COCTOSHUS U AMHM30/IbI XKEJIyI0UKOBOW TaXuKapaAuu. Y neTei
JAHHOW BO3pPAaCTHOM TPYIIBI MMEETCS CTAaTUCTUYECKHM 3HAYUMO Oo0Jjiee BBICOKHI PUCK pPa3BUTHS
TaXUUHIYIUPOBAHHONW KapJUOMUOTIATHU W MEHBIAs BEPOSTHOCTh CIOHTAHHOTO pa3perieHus
apUTMUU NIO CPAaBHEHMIO C AETbMH B Bo3pacte oT 1 1o 11 xer.

2. K He3aBuCHMMBIM NpeAUKTOpaM CHOHTAaHHOTO Pa3pelleHUs KEITyJOUYKOBOM apUTMHHU
OTHOCST BO3pACT MalueHTa 10 12 jer, Halu4yhe H30JMPOBAHHOM KEITyJA0YKOBOM IKCTPACHUCTOJINH,
MIPAaBOCTOPOHHIOKD  JIOKAJINW3alMsl AKTONMYECKOr0 oOuara, HaJIWYUME HUCXOJHOM  IUIOTHOCTH
KENyI0uKoBOM skTonuu menee 20%.

3. K He3aBHCHMBIM IIPEAUKTOpaM Pa3BUTHS TAXUUHIYLHPOBAHHON KapAHMOMUOIATUH Y
JeTel ¢ UIMOMaTUYECKUMU JKETyJOUKOBBIMU apUTMHSIMU OTHOCST IIOIIA b IOBEPXHOCTH Tela boee
1,7 M?, AMUTENHHOCTD PEIPKTOMMYECKOTO HHTEPBANA XKETY0UKOBOI SKCTPACHCTONIBI MeHee 434 Mc.
Y TJIOTHOCTD KETYJA0UYKOBOM skTormmu Oosiee 25%.

4. YV 30% pnereli ¢ IKEIyIOYKOBBIMHU APUTMHUSMH, KOTOpBIE PACLEHHMBAINCh KaK
UIMOMATHYECKHe, TPU MPOBEJCHUM MAarHUTHO-PE30HAHCHOM TOoMOTpaduu cepana BbISBISUICST
M30JIMpOBaHHBIN HentemMuueckuit pudpo3 muokapaa. Hanuuune pubposa He accouunpoBaiocs ¢ 6oliee
YacThIM BBISBIIEHUEM TUCHYHKIIMH KEITYA0YKOB CEpALIa, a TAK)KE HE BIUSIIO Ha YaCTOTY CIIOHTAHHOTO
pa3peneHus apuTMUN.

5. PannouactoTHas kateTepHas abnaius y 1eTei ¢ HANONaTHYECKUMHU KETyT0UKOBBIMU
apUTMUAMH sBIIsieTCs 6oiee 23PPEKTUBHBIM METOA0M IO CPABHEHUIO C aHTHAPUTMUYECKON Tepanueil.
B cnyuasx, koraa onpeaensercs BBICOKMN PUCK CIIOHTAHHOTO Pa3pelleHUs KeIyI0UKOBOM apuTMUH,
a TaKkKe MpPU HAIMYUU JBYX U OoJiee JKTONMMUYECKUX OYaroB IMejaecooOpa3HO HCIOIb30BaTh
AHTUAPUTMHUYECKYIO TEPAMHUIO.

6. Pa3paborana  mporpaMma = MepCOHU(PUIMPOBAHHOTO  BEACHHS  JeTed ¢
HUIMONIATUYECKUMU HKEITyI0YKOBBIMUA apUTMHSIMHU, OCHOBaHHAs HA BO3PACTE NALMEHTOB, KIMHUYECKOM
TEYCHHH 3a00JICBaHUS, BEPOSTHOCTH CIIOHTAHHOTO pa3pelieHUsl JKETyIOYKOBBIX apUTMUNA U
BEPOSATHOCTH PA3BUTHS TAXUMHAYLIUPOBAHHON KapAHMOMHOIATHH.

IIpakTHYeckne peKOMeH AN

1. ITanmenTaM ¢ MAXOMATHYECKHMU KCIIYAOYKOBBIMU ApUTMHUAMU U OHPCACIICHUA
TAKTUKW BCACHHUA PCKOMCHAYCTCA OHLCHUTHL IOKA3aHUSA K JICHCHHIO, BCPOSATHOCTHL CIIOHTAHHOI'O
paspCiCHrd apuUTMHUUN U PUCK Pa3BUTUA TaXHHHZ[yquOBaHHOﬁ KapJAUOMHUOIIaTUH.

2. HpI/I OTCYTCTBHUHN MOKa3aHuil K JCYCHHUIO, BBICOKOH BCPOATHOCTHU CIIOHTAHHOTO
paspCiCHusA apuTMUNU U HU3KOH BCPOATHOCTU PA3BUTHA TaXHHHI[yquOBaHHOﬁ KapJAuOMHUOIIaTUN
LICJ'ICCOO6p33HO PO OOJIZKUTDh aM6yJ1aTopHoe Ha6J'IIOJICHI/Ie C KOHTPOJIEM KIIMHUYCCKUX IokasaTelei u
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pe3yJIbTaTOB MHCTPYMEHTAIBHOTO 00CIe0BaHNs Kaxaple 6 MecsleB. K He3aBUCUMBIM ITPEIUKTOPaM
pa3BUTHS TaXMUHAYLUPOBAHHON KapJIUOMHMONATHM y JETEH C MIMONATHUYECKUMHU >KEIyJOUYKOBBIMHU
apUTMHUAMH OTHOCAT IUIOMIA/b TIOBEPXHOCTH Tesa 6oiee 1,7 M?, IUIUTEIbHOCTD NPEI3KTOINYECKOTO
WHTEpBaJia KEMyJOUYKOBOM SKCTPacUCTONIbl MeHee 434 MC. U IJIOTHOCTh KEIIYJI0YKOBOW 3KTOMHH
6onee 25%.

3. AnroputMm BbIOOpa METOJA JICUEHUS KEIYJOUYKOBBIX apUTMUM (aHTHApUTMUYECKas
Tepanusi WIM KaTeTepHas aOnauus) JOJDKEH YYUTBIBaTh BO3pAcT MAallME€HTa, PHUCK pa3BUTHUSA
TaXUUHYLUPOBAaHHONW KapAMOMUONATUN U BEPOSATHOCTH CIOHTAHHOTO pas3pelieHus. Y MalueHTOB
crapuie 12 jeT ¢ HU3KOM BEPOSTHOCTHIO CIOHTAHHOIO PA3pPELIEHMs, METOJOM BbIOOpa SBISIETCA
KaTeTepHas abianus, y Aeteit miaame 12 et — aHTHapuTMHU4ecKas Tepanus. Y MarueHToB ¢ BEICOKOM
BEPOSITHOCTBIO CIHOHTAHHOTO pAa3peUIeHMs, BHE 3aBUCUMOCTH OT BoO3pacTa, ILes1eco00pa3sHo
MIPOBEJIEHNUE aHTUAPUTMHUECKOMN Tepanuu.

4. [TanueHThl, Y KOTOPBIX OTMEYAETCSl CIIOHTAHHOE pa3pellieHHe apuTMUHM, a TaKkKe
OTCYTCTBYET PELMIUB KEITYAOUYKOBOM apUTMUU B TeUEeHUE 6 MECSIEB NOCe KaTeTepHOM abialuu He
HY)KJaloTCs B JajbHeieM amOynatopHoM HaOmoaeHuu. [lpu kouBepcun penoTuna 3adosaeBaHus ¢
MIPOrPECCUPOBAHUEM JKEITYAOUYKOBBIX HApYIIEHHM pHUTMa CepAlla PEKOMEHIOBAHO IPOBEICHHE
ITOBTOPHOTO 0OCIIEZIOBAHUS C UCIIOJIb30BaHNUEM JOMOJHUTENbHBIX METOI0B UCCIIEIOBAHMS, TAKMX KaK
MarHUTHO-PE30HaHCHAs ToMorpadus cepAla U MOJIEKYJIIpHO-T€HETHUYECKOE TECTUPOBAHHE.

IlepcnekTUBHI AJabHEHIIEH pa3padOTKH TeMbl

[lepcnekTuBBl AanbHEWIIEH pa3paOOTKA TEMBl 3aKITIOYAIOTCS B TMPOBEACHUW BaJIUIAIIAN
MOJYYCHHBIX B XOJI€ HCCIEIOBAHUS MOJENel TMPOTHO3UPOBAHKS BEPOSTHOCTH CIHOHTAHHOTO
paspenieHuss MAMOMATUYECKUX JKEITYJOYKOBBIX APUTMHMH y JE€Ted M BEPOATHOCTH Pa3BUTHUSA
TaXUUHAYUUPOBAHHONW KapAMOMMOINIATHUA Yy JETed ¢ MAMONATUYECKUMH JKEITyJOYKOBBIMHU
apuTMuaMH. Takxke ocTaeTcsl akTyalbHBIM HM3Y4Y€HHE KaTaMHe3a MallueHTOB ¢ HanuuueM ¢pudpo3a
MHOKap/ia MO JaHHBIM MAarHUTHO-PE30HAHCHON ToMmorpaduu cepiaua C LEeIbl0 OIpeleiIeHUs
BEPOSTHOCTH HEOJArOMPUATHOTO TeUEHHUS 3a00ICBaHUSI.
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Cnucox cokpaiieHui

AAII — anTHapuTMUYECKHI Tpenapar

AAT — anTHapuTMHYECKas TEpaus

KA — xenynoukoBbIe apUTMUHU

KT — xenynoukoBas Taxukapaus

XKD —xemynoukoBas IKCTPACUCTOUS

JDK — neBbIi XKemyno4ex

MPT — MarHUTHO-pe30HaHCHas ToMorpadus
[DK — mpaBblii )xemynodex

[T — nomaae MOBEPXHOCTH TeJIa

[I9U - npepKTONnYecKnii UHTEpBa

PYA -pannouacroTHast kaTreTepHas abiarus
TKMII — TaxumHyIIupoBaHHas KapUOMHUOIIATHS
OB - ¢pakums BeIOpoca

OKI -anexkrpokapauorpadus

OXO-KI" — sxokapauorpadus
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