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BBEJAEHHUE

AKTYaJIbHOCTH NPO0JIeMBbI

Hunaraunonusiii  ¢enotun kapauomuonatun (KMII) xapakrepusyercs
nunatanuent gesoro kemynouka (JIXK) (koneuno-auactonuueckuid pazmep (KIP)
JOK > 2 Z-score) cO CHMKEHHEM COKPATUTEIbHOW CIIOCOOHOCTH MHUOKap.a
(bpakuus BeiOpoca (®PB) JIK <55% mno Simpson) [99, 141]. Ilo paHHBIM
Ilennarpuueckoro Perucrpa Kapamommonmarun CIIHA okxono 40% nerei ¢
nunataoHHbM penotunom KMII yMuparoT uiaum mpoXoisT TpaHCIUIAHTAIUIO
cepana (TC) B Tedenuwe 2-x JieT mocie NMOCTaHOBKM auarHosa [169]. CornmacHo
naHHeiM MexnayHaponnoro OOmectBa Tpancrnatanuu Cepaua u Jlerkux gons
KMII B crpykrype npuumH TC cocraBmser 37% cpeau nered ao | rona,
yBenuuuBasch 10 54% cpenu nereit B Bo3pacte 11-17 ner, cpenu nux KMII ¢
quIaTalMoOHHBIM  (DeHOTUNOM cocTaBisieT Oosnee mosioBuHbl [146]. Crout
OTMETHUTb, YTO B MOCIEIHUE TOAbl CTANO0 OYEBUAHBIM, YTO JETH, OCOOEHHO
paHHEro BO3pacTa, MOTYT JE€MOHCTPUPOBATh YBEIMYEHHYIO CIOCOOHOCTHh K
pereHepauuy TKaHell MUOKapjAa, 4yTo TpeOyeT NajJbHEeHIIero M3yyeHus u 0co00ro
MOAX0/1A K JICYEHUIO JTAaHHON KaTeropuy NalMeHTOB, KOTOPbII MO3BOIUT U30€kKaTh
TC B xpuTHUecKull iepuo nocie aedrora 3adoneBanus [ 148].

KMII ¢ aunataiimoHHbIM (EHOTUIIOM MPEJCTaBISET COO0N TeTepOreHHYIO
rpynmny 3a0o0JieBaHMI, CBSI3aHHBIX MEXay co0oi  oOmuM  (eHoTunom
pEMOIEIMPOBAaHUSI MUOKapAa 1o auinaraimoHHoMmy tuny [147]. Otuonorus KMII
C IWUJATAMOHHBIM (DEHOTUIIOM Y JAETEeH 3HAUYUTEIBbHO OTIMYAETCS OT TaKOBOM y
B3pOCJBIX MAllMEHTOB: Yalle JUAarHOCTUPYETCS WIMONAaTUYECKUH XapakTep
3a0o0eBaHusl, TAKXXE€ HEPEAOK IOCTBOCHAIMUTENbHBIA TIE€HE3 PEMOJAEIUPOBaAHUS
MUOKapaa, HekommnakTHeli wmuokapn (HM) JDK, wmerabonuueckue U
HelipoMmbllieunbie  3aboneBanus [178]. B  mocinennwe roasl ¢ pa3BUTHEM
TEXHOJIOTMH CEKBEHUPOBAHUS HOBOI'O MOKOJICHHsI BCE Yallle yIaeTcs MOATBEPIUTh

TEHETUYECKYI0 AeTEpMUHAPOBaHHOCTh KMII.



[To mannbM nutepatypsl okoso 20-50% ciayuaeB KMII ¢ nunatanimoHHBIM
(eHoTUnOM 00YyCIIOBJIEHBI MYTALIMSIMU B T€HAX, KOJUPYIOIIHUX OelKku MHOKapa. B
HacTosiliee BpeMsi u3BecTHO Oosiee 50 reHOB, CBSI3aHHBIX C MATOI€HE30M Pa3BUTHS
KMII. IlpaBunbHas MHTEpOpETALMs] NATOT€HHOCTH BBISBICHHBIX HYKJIEOTHUIHBIX
BAPUAHTOB, MX AaCCOLMAIMU C OINpPEAEICHHbBIMU KIMHUYECKUMHU MPOSIBICHUSIMH,
TSYKECTBIO U TIPOTHO30M 3a00seBaHus 00JaJal0T MNEPBOCTENIEHHON 3HAYMMOCTBIO
UL TIEPCOHANM3ALMU CYIIECTBYIOIIEH M pa3padOTKM MHHOBALMOHHOW Tepanmuu
[104, 121].

OcHOBHBIMM KIUHUYEeCKUMU mposiBaeHusMu KMII ¢ aunatannoHHBIM
(GeHOTUIIOM SIBISIIOTCS  XpOHHMYEcKas cepaeuHass HenoctaroyHocTh (XCH),
HEPEIKO C HEYKJIOHHO MPOrPECCUPYIOIIUM TEUYEHHEM, HAPYILICHUs] PUTMa CepALa U
MPOBOJIMMOCTH, aCCOLIMMPOBAHHBIE C PUCKOM BHE3aMHoOM cepaeunon cmeptu. XCH
ABJISIETCSI OCHOBHBIM CHHJIPOMOM, OMNPEIECISIOIUM KIMHUKY JAETe ¢ JaHHBIM
3a0oneBanueM. MeaukaMeHTO3Has Tepanus npu AwiaranuoHHoM (enorune KMIT
y JAeTeil Npu3BaHa YMEHbBIINUTH BhIPaXX€HHOCTh cuMnToMoB XCH u npeaoTBpatuth
JnanpHenmee yxyamenue cumntoMoB. bonee 80% manueHToB ¢ IUIaTalMOHHBIM
denotuniom KMII mnomyyaroT Tepanuio, HaNpaBlICHHYI) Ha KOPPEKIUIO
cumnitoMoB XCH [68]. [Ipn sTOM neguaTpudyeckre peKOMEHIALNN IS JICUCHUS
XCH ocHOBaHbI Ha pe3yjbTaTax KJIMHUYECKUX HUCCIEAOBAHUI pPa3Iu4HbIX CPYIII
[penaparoB, BKJIKOYas WHIUOUTOPHl AaHTMOTEH3MHIIpEBpallaroniero (¢epMeHTa
(uAII®), Oera-Onokaropel (BAB), aHTaroHUCTHl MUHEPATKOPTUKOUIHBIX
peuentopoB (AMKP), nuypeTtuku, cepaeuHble TJIMKO3UAbl, TPOBEACHHBIX CPEIU
B3pOCJION MOMYJIALMH MALMEHTOB U MO3BOJISIOIIMX JHUIIb OTPAHUYEHHO IPUMEHSTh
WX B eTckou npaktuke [177, 133].

B ciyuae 31m0KkauecTBEHHOrO T€YEHUS 3a00J€BaHUSI HEPEAKO €IUHCTBEHHON
BO3MOKHOCTBIO cnacTu pebeHka sBisietrcss TC, ogHako 3akoHojaTenbHas 0a3a B
Poccuiickonn  ®@enepanuy, OIrpaHUYEHHOE YHUCIO JOHOPCKOIO MaTepuala,
HEO0OXOJAMMOCTh MOKM3HEHHON MMMYHOCYNPECCUBHOM Tepamuu, MOTPeOHOCTh B
pETpaHCIUIAHTALMU SBJIAIOTCS (PAKTOpaMH, CYILIECTBEHHO OrpaHUYMBAIOLIMMU

BO3MOKHOCTh €€ MPUMEHEHUs B JETCKOW MOMYJSIUU, OCOOEHHO Cpeau neTei
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panHero Bo3pacta [8, 1, 161]. B mocnegHee BpeMsi MOSIBUIUCH HOBBIE JieUeOHbBIE
OMILMK B JETCKOM MOMYJISUUU MAllMEHTOB C AWIATALMOHHBIM (eHotunom KMII:
cepaeyHas pecunxponusupymomas tepanus (CPT), miactuka u nporesupoBaHue
mutpanpHoro kinanaHa (MK), wucmonb3oBaHue CcHCTEM BCIIOMOTaTEIbLHOIO
kpoBooOpamenust. CPT u  Xxupypruueckue METOAbl  JICUYEHUS  IIMPOKO
UCIIOJIB3YIOTCS BO  B3pOCJIOW MOMNYJSALMM MalMEHTOB €  JWIATALIMOHHBIM
¢enorunom KMII [174, 44,181], oqHaKO UX NPUMEHEHHUE Y AETEH OMUCAHO JIUIIb
Ha HEOOJIBILIOM KOJIMYECTBE KIMHUYECKUX HAOJIOJAECHHM U TpeOyeT NajabHEeHIIero
U3YyYEHUS.

Hanubie o mpemuktopax ucxoga KMII ¢ munaranimoHHbIM (HEHOTUIIOM
HeogHo3HAauHbl.  CornacHo  3apyO€XKHBIM  HCCIIEIOBAHUSIM,  OCHOBHBIMU
HEOMaronpusITHbIMU  (paKTOpaMM HETaTUBHOIO HCXOJa SABISIIOTCA  BO3pacT
NalyeHTa B 1e0roTe 3a00JI€BaHus, CTENEHb TSKECTU CEpACYHON HETOCTaTOUHOCTH
U nokasarenu 3xokapauorpadun (3xoKI') mpu nocranoBke nuarnosa [172, 39, 47,
169, 171]. OO6meus3BecTHO, YTO OoOJIee 3JI0KAYECTBEHHOE TEUYCHHUE OOJIe3HU
XapaKTepHO [ MAlMEHTOB CTapliero BO3pacTa, TEM HE MEHee, KpPYIHbIe
UCCJEOBAHMS  BBISIBWIM OMMOJAIBHBIA  XapakTep paclpelesieHuss pHCKa
HEOJIaronpusTHOrO HCXO0Ja C XYAIIHMMH IIOKAa3aTeIsIMU BBDKMBAEMOCTH IPHU
ne6roTe 3a00JIeBaHus B MEPUOJE HOBOPOKICHHOCTH U B CTapIlIeM JOUIKOJIbHOM U
WKOJIBHOM Bo3pacte [47, 171]. B wuccrnenoBaHusiX, BBINOJTHEHHBIX B TEUYCHHUE
MOCJIETHET0  JECATUJIETHS, OTMEUYEHA Ba)KHas pPOJb CTEHNEHU MUTPAIBLHON
HEJJOCTATOYHOCTH KaK (akTopa HEOIArompHUsITHOrO MCXO0Ja MPHU AUIATALIMOHHOM
¢penorune KMII [30, 60]. U3yuenue npeaukropoB ucxoaa KMII sBnsercs kpaitne
BAKHBIM JUIsl BBISBJICHUS JETEW, yrpoXkaeMmblX mo JjeranbHomy ucxoxy u TC.
PanHsisi crpaTuduKanuss pPUCKOB MOXXET IOMOYb ONTHUMH3UPOBATh YacTOTY
oOcnenoBaHus, BpeMsi U THUIl MPOBOAMMBIX JEUYEOHBIX MEPONPHUATHH, BKIIOYAS
UCIIOJIb30BAaHUE  CUCTEM  BCIOMOTAaTEIbHOTO  KpPOBOOOpamleHUss M, IpHU
HeooxoaumoctH, TC [106].

bonee pneranpHOE oOmnMcaHWe KIMHUYECKOTO NpOo(uis MalUeHTOB C

nunatanuoHHbiM enotunom KMII u nebrotom 3a00eBaHus B paHHEM BO3pacTe,
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onTuMmui3zanuviad AHUArHOCTHUYCCKHUX H JIeYCOHBIX AJIrOpUTMOB, a TAKIKC H3YYCHHUC
HCXoa0B 3a00JIEBAaHUS TTO3BOJIUT YIy4lIUTb OKa3aHHC MGI[HHPIHCKOfI IIoMOIIHu
I[&HHOﬁ KaTeropuu IaiueHTOB, YTO O6YCJ'IaBJII/IBaCT AKTyaJIbHOCTb I[aHHOI>'I

padoTHI.

Crenenb pa3padOTAaHHOCTH TeMBbI HCCJICIOBAHUSA

Otuonorus aunatanuonHoro ¢genoruna KMII y nereit pannero Bospacrta
u3yuajach B psjie UCCIEIOBAHUM B Halllel cTpaHe W 3a pyoexom [8, 49], Tem He
MEHee, 4YeTKMe aiaroputmsl guddepennanbHOl  AMATHOCTUKH — JTAHHOTO
3a0oneBaHusl C TNPUMEHEHHEM COBPEMEHHBIX MOJIEKYJIAPHO-T€HETUYECKHUX
METO/IOB HCCIEOBaHMI B HacTosIlee BpeMs He paspaboransl. Bompocbl
3 PekTUBHOrO U 0€30MaCHOI0 JICUCHUSI SBIISIOTCS BaXXHEHIIMMU 3alauaMu MpU
BEICHUM JIETel paHHEro Bo3pacTa C AWIaTaliMoHHBIM Qenoturniom KMIL
CymiecTByronie HCCIE€I0BaHUS JEMOHCTPUPYIOT BBICOKYIO 3(P(EKTUBHOCTb
Mmenukamento3sHon tepanuu XCH [8, 147], ogHako TakTMka WX Ha3HAYEHUS Y
JIEeTEd paHHEro BO3pacTa OCTAETCS MaJlOW3yuYeHHOU. B 1mociennue roubl
MOSIBIJINCh HEMEJIMKaAMEHTO3Hble MeTonbl JieueHuss XCH, wu3ydyeHuto ux
3¢ ()EKTUBHOCTH MOCBALIEHBI HEMHOTOYUCICHHBIE OT€YECTBEHHBIE U 3apyOeKHbIE
HayuHble uccaenoBanus [19, 176, 71, 44].

Takum o6pa3zoM, HE0OXOAUMO 000OIIEHUE CBEACHUMN, MPEACTABICHHBIX B
OTEYECTBEHHOW W MHUPOBOM JIUTEpaType, a TAKKE aHaIU3 COOCTBEHHBIX JAHHBIX
sl pa3paboTku U@ depeHIMPOBAHHBIX MOJIXO0JI0B K JUATHOCTUKE M JICUCHUIO
nereil ¢ gunaraunoHHbM (enotunom KMII npu neGrore 3ab6oneBaHusl B paHHEM

BO3pacTe.

eab ucciaenoBanus
Pa3paboTtaTh COBpEMEHHYIO TakTUKY AH(PPEepeHIUanbHON AUArHOCTUKH U
J€YeHUs] TMpU JUIATAlMOHHOM (DEHOTHUIE KapJIUOMHUONATHH y JeTel ¢ 1e0oToM

3a00JIEBaHHS B paHHEM BO3pacTe.



3anayu uccie10BaHusA

1. OnpenenuTb ATHOJOTMYECKHE BapuUaHThl MW  pa3pabdoTaTth aJIrOPUTM
muddepeHunanbHOl  TUAarHOCTHUKKM NpH  JUIaTallMOHHOM  ()EHOTUIE
KapAWOMUOIIATUH Y IETEW PAHHETO BO3PACTa.

2. Pa3paboTaTh COBpPEMEHHYIO TAaKTHUKY JIEUEHUS M CXEMY THUTPOBAHUS 103
MHTMOMTOPOB aHTMOTEH3UH-NPEBpALIAIOIEro pepMeHTa U 6eTa-010KaTopoB
Opy  JUJATAMOHHOM (EHOTUIIE KapAUOMMOINATUU Yy JI€Ted pPaHHEro
BO3pacTa.

3. Jlatb oneHky »((PEKTUBHOCTH HEMEIUKAMEHTO3HBIX METOJOB JICUCHUS
XPOHUYECKON CEepJeYHONM HEAOCTATOYHOCTU KaK OCHOBHOTO KJIMHHYECKOTO
MPOSIBJIICHUS TUJIATAlMOHHOTO (PEHOTHINA KapAUOMUONIATUH Y JIeTEel paHHETO
BO3pacTa.

4. OnpenenuT MNPOTHOCTUYECKUE KPUTEPUM HUCXOJa  JUIATAlMOHHOIO
(eHoTHna KapMOMUONATUHU Yy JAETei NpHu nebroTe 3a00seBaHUsl B PAaHHEM

BO3pacTe.

Hayuynas HoBH3HA

Briepsble y aereil paHHEro Bo3pacta Ha OCHOBAHUU KOMIUIEKCHOTO aHalu3a
KIMHUYECKNX, WHCTPYMEHTAIBHBIX TMOKa3aTelell W pe3ylbTaTOB MOJEKYJISPHO-
TEHEeTUYECKOro oO0cleZloBaHUsl  pa3paboTaH alroput™M auddepeHnuanrbHon
AMArHOCTHUKH NP AUTIATAIIMOHHOM (DEHOTHUIIE PEMOICTHPOBAHIS MHOKAp/a.

BriepBeie mpencTaBieHBl aITOPUTMBI THTPOBAHHS 103 HHTHOUTOPOB
AHTMOTEH3UHIPEBpALAoero QgepmMeHTa M 0€Ta-0J0KaTOpoB, 4YTO MO3BOJSET
O6e3omacHO W OBICTPO HA3HAYaTh MEAMKAMEHTO3HYIO TEpamui0 XPOHUYECKOM
CepACYHON HEAOCTaTOYHOCTU JeTsIM paHHero Bo3pacta (IlaTteHt Ha m3o0peTeHne
P®D Ne 2768596 ot 24.03.2022).

BrniepBbie nzydena 3¢(heKTHBHOCT, HEMEINKAMEHTO3HBIX METOJIOB JICUCHUS
XpOHHUYECKOH  CEepACYHOM  HEJOCTAaTOYHOCTH, TaKUX  KaK  cepaeyHas

PECHHXPOHU3HPYIOIIAS Tepanus U XUPYPTHs MUTPAIBbHOM HEIOCTATOYHOCTH, Y
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AeTel ¢ AWIATAIMOHHBIM (PEHOTUIIOM KapIUOMHONATHH C JeOI0TOM 3a00JIeBaHUsA
B paHHEM BO3pacTeé W OTpPaHUYECHHOW HS(PPEKTUBHOCTHIO MEAMKAMEHTO3HOMN
tepanuu. [loka3aHo WX MOMOKUTENHHOE BIUSHUE HA TEUCHHE 3a00JICBaHUS B BUJIC
YMEHBILIECHUS (GyHKUIHOHATBHOTO KJjiacca XPOHUYECKON cepaeyHoOu
HEI0CTaTOYHOCTH, CTa0WIM3allMU WIM YIydIIeHHs IoKas3aTeiei JiabopaTopHO-
MHCTPYMEHTAJILHOTO 00CIe0BaHUS.

YcTaHOBIEHBI TMPEIUKTOPHI HEOIATOMPUATHOTO WCXOJa Yy JAETed PaHHEro
BO3pacTa C JWJIATAIIMOHHBIM (DEHOTHUIOM KapAWOMHOIATUU: TOTPEOHOCTH B
KapAMOTOHUYECKON TMOAMEPKKE U BBIPAKEHHBIE CHUMIOTOMBI HEAOCTATOYHOCTHU
KpoBooOpalieHus: B Ae0r0Te 3a0oneBaHus, runepTpodusi mpaBoro eiayI0uka 1o
JaHHBIM 3JIEKTpOKapAnorpaduu, kemyIoukoBas aputMusa 5 rpaganuu mo Lown,
HAJIMYUE HEKOMITAKTHOTO MHOKapJa JIEBOTO KENyJ0YKa, TOTalbHAs MUTpaIbHas
HEJOCTAaTOYHOCTh U TIOBBIIICHWE JaBICHUS B CHCTEME JIETOYHON apTepuw,

BBIABIIIEMBIE B JIEOIOTE 3a00JI€BAHUS.

TeopeTuyeckas 1 NpaKTHYECKAsl 3HAYUMOCTH

Pazpaboran anroputm auddepeHumanbHON AUATHOCTUKKA TPU  BBISIBIIEHUN
[UJaTalMy JIEBOTO XKEJy/lo4yKa Yy JeTell paHHero BO3pacTa, KOTOPbIA MO3BOJISET
PaHO IMarHOCTUPOBATh MATOJIOTUIO, HY>KAIOLIYOCS B ClIeUM(PUIECKON KOPPEKLWH,
ONpEeNeNsITh TAKTUKY MEJULMHCKON TMOMOIIM, KayeCTBEHHO NPOBOAUTL OTOOP
NaLMEHTOB 111 MOJIEKYJISIPHO-T€HETUYECKUX UCCIIEJOBAHUIA.

Pazpabortana ctparerust Bb1OOpa Je4eOHOM TaKTUKH (KaK MEIUKaMEHTO3HOM,
TaK M HEMEJIMKaMEHTO3HOW) y JeTeldl paHHEero Bo3pacTa C JuiIaTallMOHHBIM
¢enotunom Kapauomuonatuu. IlpeacTaBieHHas cxema TUTPOBaHUS /03
MHTUOMTOPOB aHTMOTEH3MHIpeBpalnammero ¢epMeHta u  0eTa-010KaTOPOB
MO3BOJIsIeT O€30MacHO Ha3HayaThb MEJIMKAMEHTO3HYIO TEpaIuil0 XPOHUYECKON
CEpJIEYHON HEIOCTATOYHOCTH B YCIOBUAX CTAalMOHApa, B TOM YHCIE NpH
MEPBUYHOM FOCIUTAIU3AIMHI IO MECTY >KUTEJIbCTBA.

[ToaTBepkaeHO, 4TO NMpU HEIPPEKTUBHOCTH MEAMKAMEHTO3HOM Tepanmuu

ACTAM C AHJIaTallMOHHBIM (1)€HOTI/IHOM KapaAuoMHUONIaTU W  BbIPAXKCHHBIM
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HapylICHUEM BHYTPIKEIYJJOYKOBOIO TPOBEACHUS HEOOXOJAUMO IPOBEICHUE
CEepICUHOM PECUHXPOHM3UPYIOLIEH Tepanuu, a JeTsIM C TOTaJbHOM WU
CyOTOTaNbHOW MUTPAIIBHOM HEJAOCTATOYHOCTBIO — XUPYPrUs MUTPAIHHOTO
KJIallaHa.

JlaHHble O MpeauKTOpax HEOJArOMPHUSTHOTO MCXOJA MPU AWIATAITUOHHOM
dbeHoTuIe KapAUOMHONATUU Y JIeTe paHHEro BO3pacTa IMO3BOJISIOT OMPEACIIUTh

IpyNIy JeTel ¢ BEICOKUM PUCKOM JIETAIbHOTO UCXO/1a.

MeTon010rusi 1 METOAbI MCCJICIOBAHUSA

[IpoBeneH aHanM3 COBPEMEHHBIX HAYyUHBIX JAHHBIX OTE€UECTBEHHOW U 3apyOeKHOM
JUTEPATYPHI, MOCBALIEHHON NMpOoOieMe AUATHOCTUKUA U JICUEHUS JUIATALIMOHHOTO
(eHoTHna KapaAUOMUONATHH y JeTed, 0c000€ BHUMAHUE YJIEJIEHO COBPEMEHHBIM
acCIleKTaM JUAarHOCTUKU M NPUMEHEHUI0 HEMEAMKAMEHTO3HBIX METOJOB JICUCHUS
naHHoro  3aboneBaHus. B nguMccepTalMOHHOM — HMCCJEAOBAHMM  OBLIM
MpoaHaIU3UpPOBaHbl JaHHbie 106 geTedl ¢ JOUIATAllMOHHBIM  (PEHOTUIIOM
KapJIMOMHONATHH C J1e0I0TOM 3a0osieBaHusl 10 36 MecsleB, yCTAaHOBJICHHBIM Ha
OCHOBaHHH KJIINHUYECKOMN KApTHHBI, pe3yJIbTaToOB 1abopaTopHO-
MHCTPYMEHTAJIbHOTO o0OcnenoBanud. OILIEHKY MEIUUUMHCKOW JTOKyMEHTaluuu
IIPOBOAMIIM 32 IepUof oT 6 mecsaueB A0 S5 aeT. 50 1eTaM nNpoBEAEHO MOJIEKYIISIPHO-
TEHETUYECKOE HCCIIEIOBAHUE METOJAOM CEKBEHUPOBAHHS HOBOIO IIOKOJIEHUS,
ucnons3yst paspaborannyio B OI'AY «HMMUIL 3popoBbs aeteit» Mun3zapasa
Poccnn xapauosiorndyeckyro naHenb TeHoB. B mccnenoBanne Bouwin 13 meren ¢
KapIUOMHONATHEH B  CTPYKType PpEOKOro TIEHETHYECKOro  3alosieBaHus,
JUAarHOCTUPOBAHHOIO 1o pe3yabpTaram MOJIEKYJISAPHO-TE€HETUYECKOTO
HCCIIeIOBaHus, NpoBeaeHHOro B ycnoBusix OI'AY «HMMUL[ 3p0poBes aerein»
Munsnpasa Poccun.

CratucTHyecKuil aHaIU3 MOJYYEHHBIX JAHHBIX MMPOBOAWIN B COOTBETCTBUH
C COBPEMEHHBIMH METOAMKAMU, BKJII0UYasl ONMCATENBHBIE CTATUCTUYECKUE METOIBI,

OLICHKY CTaTUCTUYCCKOU 3HAa4YUMOCTH, pCFpCCHOHHBIfI aHaJIn3.
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IHoJ10:keHNs1, BLIHOCUMBbIE HA 3aIIUTY
1. BoIsiBIICHHBIE 3THOJIOTUYECKHE TPUUMHBI Pa3BUTHUS IWJIATAIIMOHHOTO (peHoTHMNa
KapJIMIOMHUOIIATUHN Yy JIeTeld paHHEro Bo3pacTa MO3BOJUIIN pa3padoTaTh alrOpUTM
muddepenmanbHOM  IMATHOCTUKH,  JAIOMIMH  BO3MOXHOCTH ~ CBOEBPEMEHHO
BBISIBJISITH NIATOJIOTHIO, HYKJIAIOIIYIOCA B CIEU(PUYECKON KOPPEKIIUH.
2. Ha3nHaueHwe MEIUKaMEHTO3HOM  TEpamuu XPOHUYECKOW  CEepIeUHOU
HEJIOCTATOYHOCTH Yy JI€Te paHHEro Bo3pacTa ¢ JUJIATAllMOHHBIM (PEHOTHUIIOM
KapJIMIOMHUOIIATUU B COOTBETCTBUH C Pa3paOOTaHHON CXEMOU MO3BOJSET JOOUTHCS
YMEHBIIICHUSI CHUMITOMOB CEPJICUHON HEIOCTATOYHOCTH, OOpPaTHOTO pPa3BUTHUS
peMOJICIMPOBaHUs MUOKap/Aa U YIy4IlIeHHUs] TPOTHO3a 3a00JI€BaHUS.
3. IlpuMeHeHHE CEpJIEUHON PECUHXPOHU3ZUPYIOLIEH Tepanuu y NAlHEHTOB C
TUIaTAlMOHHBIM (EHOTUIIOM KapJMOMUOINATHH W HAPYIICHUEM MPOBEACHUS IO
HOXKaM myuyka ['mca sBisercs >(pPEKTUBHBIM METOJOM JICUECHUS] XPOHUYECKOU
CepJIEYHOM HENOCTATOYHOCTH.
4. Xupypruss MHUTPAJIbHOW HEJOCTATOYHOCTH Yy JeTed C CyOTOTaIbHOM U
TOTAJIBHOM HEJOCTAaTOYHOCTHIO MUTPAJIBLHOIO KJAlaHa MO3BOJISIET YMEHBIIUTH
(GYHKIIMOHAIBHBIM  KJIACC CEPJCYHOM HEJOCTAaTOYHOCTH U CTaOMJIM3UPOBATH
TeyeHue OOJIE3HHU.
5. OCHOBHBIMU TpEAUKTOPAMU HEOIArOMPUSATHOTO TEUYEHHUsI 3a00JIeBaHUS
SIBJISIIOTCSL BBIPAQKEHHBIE CUMITOMBI CEPACUYHONU HEAOCTATOYHOCTH, TUIEPTpOdus
MPABOro KeNyA0UKa MO JAHHBIM 3JIEKTpOKapauorpaduu, KeiayI104KoBas apuTMus
S rpagpaunu no Lown, ToTanbHass MUTpalibHAsA HEAOCTATOYHOCTH W IOBBILICHUE

JaBJIEHUS B CUCTEME JIETOYHOU apTepUH, BBISBIIIEMbIE B 1€00TE 3a00JI€BaHUS.

BHeapeHnue pe3yjbTaToB HCCJIE0BAHUSA B IPAKTHKY
OcCHOBHBIE Hay4YHBIE ITOJIOKEHUS, BBIBOJBI U PEKOMEHANHA UCCIEA0BAHUS
UCIIONB3YIOTCA B pabote kapauoiorudeckoro ornenenus ®I'AY «HanuonanbHbIN
MEIULMHCKUN UCCIEN0BATENbCKUN LIEHTP 310pOBbsA AcTer» Munsnpasa Poccun u

kapauonornueckoro  oraeneHus I'bY3  r.MockBel  «/lerckas  roponckas
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KJIMHUYecKast 0oapHULA nMeHH 3.A. baunuiseBoii [lenapramenTa 31paBooXpaHeHuUs

ropoza MockBbI».

CreneHb 10CTOBEPHOCTH Pe3yJIbTATOB MCCIEA0BAHUS

HccnenoBaHre OCHOBBIBA€TCSI HAa COBPEMEHHBIX MPEJICTABICHUSAX O
JUArHOCTUKE U JICUEHUU AWIATALIMOHHOTO (PEHOTHNA KapJIUOMHUONATHH y NIETEH,
KOTOpBIE OOCYXIAI0TCsI B OTEUECTBEHHOW M 3apyOekHOU smreparype. Boicokas
CTENEHb JIOCTOBEPHOCTU MOJYUYEHHBIX PE3yJIbTAaTOB HUCCIEAOBAHUS OINpPEAENIIETCS
NpaBUIbHO CIUIAHUPOBAaHHBIM  JIU3ailHOM  HCCIEJOBaHUS, HCIOJb30BAaHUEM
JOCTaTOYHOIO0 KOJMYECTBA HAOIIOJIEHUN, COBPEMEHHBIX METOJOB HCCIIEJOBAaHUMH,
COOTBETCTBYIOIUX MTOCTABJIEHHBIM B TUCCEPTALlMOHHON paboTe LEIsIM U 3aJa4daMm.
AHanu3 W MHTEpHpeTanus MOJYyYEHHBIX JAHHBIX MPOBEACHBI C MCHOJb30BAaHUEM

COBPEMEHHBIX METOJI0B 00pa0OTKH MH(POPMALIMHN U CTATUCTUYECKONH 00pabOTKHU.

Anpodauus MaTepuaJIoB UCCJIeJOBAHUA

W3noxeHHble B HCCIECIOBAHUU IOJOKEHHUS, BBIBOJBI U MPAKTUUYECKUE
PEKOMEHJAalMM  HEOJHOKpPAaTHO ObUIM NPEACTAaBICHbl HAa  HalMOHAJIbHBIX
KOHIpeccax U KoH(pepeHuusx. OCHOBHbIE pe3yJIbTaThl IUCCEPTALUU JAOJI0KEHBI U
obcyxknenbl Ha X Beepoccuiickom Konrpecce «Jletckast kapauomorust 2018y (13-
15 nmexabpss 2018 r., MockBa) XI Bcepoccuiickom CemuHape 1o AE€TCKOMN
KapJIMOJIOTUH, MOCBAIIeHHOM naMsTu npodeccopa H.A. benokons (15-16 Hoa0ps
2019 r., Camapa), XI Bcepoccuiickom Konrpecce «/lerckas xapauonorus 2020»
(10-12 nexabps 2020 r., Mocksa).

Hyoaukanuu

ITo Teme mucceprauuu OomyOJWKOBAHO 7 TMEUYATHBIX PabOT, U3 HUX 5 — B
u3aHusX, pekoMmeHnoBaHHbiXx BAK MunoOpnayku PO nus myOnukaunuu
pE3yNbTAaTOB JUCCEPTALMOHHBIX MCCIEOBaHUs, BKIIOYas 4 cTaTbu U | MaTeHT Ha
nzobperenre PO Ne 2768596 or 24.03.2022 «Cnoco0 nedeHus: XpOHUYECKOH
CEpJIEYHON HEOOCTATOYHOCTH Yy JETell paHHEro BoO3pacTa € AWJIATallMOHHBIM

(peHOTUIIOM KapIMOMUOTATHI.
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JIMYHBIN BKJIAJA aBTOpPaA

Bxnang aBTOpa COCTOMT B HEMOCPEACTBEHHOM AaKTHBHOM Y4YacTHH B
MPOBEJICHUM HCCIEIOBaHMUSI HA BCEX €ro JTalax: aHallu3e OTEUECTBEHHBIX U
MEXIYHAPOJHBIX HAYUYHBIX HCTOYHUKOB JIUTEPATYphl MO TEME IUCCEpPTALUHU U
MOATOTOBKA 0030pa JUTEpaTyphl, MOCTAHOBKE IIEIU U 3a7a4, GopMupoBaHUU 0a3bl
JTAHHBIX, OOCJEJOBAaHUU U JICUCHUU MAIMEHTOB, CTATUTUCTUYECKONU 00pabOTKE U
MHTEpIpPETAllUi TOJYYEHHBIX pPEe3yJbTaTOB, HAa OCHOBAHUM KOTOPBIX OBLIU
chopMynMpOBaHbl ~ OCHOBHBIE  TOJOXXEHUS, BBIBOJBI M  MPAKTUYECKUE

pEKOMEHAAIMU JUCCEPTALMOHHON Pa0OThI, MOATOTOBKE MyOIMKAIIHA.

O0beM U CTPYKTYpa AUCCEPTALMHU
Huccepranus uznoxkeHa Ha 181 cTpaHMIle MamIMHONKCHOTO TEKCTA H
COCTOMT M3 BBEACHHS, 0030pa JIUTEpaTyphbl, OMHCAHUS OObEMa U METOJOB
UCCJIEI0BAHMM, TJIaBbl C ONHUCAHUEM COOCTBEHHBIX HAOJIOACHHM, OOCYXIACHUS
IIOJIyYECHHBIX PE3YJIbTAaTOB, BBIBOJOB, IMPAKTUYECKMX PEKOMEHAAUMN U CIIHCKa
JIUTEPATYPBI, BKIIFOYAIOMIEro 19 oreuecTBEHHBIX U 165 HHOCTpaHHBIX HCTOYHUKOB.

Pabota nimtoctpupoBana 26 Tabaunamu u 24 puCyHKamu.
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I''TABA 1. COBPEMEHHBIE IPEJACTABJEHHUSA Ob 9THOJIOI'NU U
HoAXOJAX K JIEYEHUIO ITPU TUJIATAHMOHHOM ®EHOTHIIE
KAPJJUOMUONATHHU Y JETEA PAHHET'O BO3PACTA (0630p

JIUTEPATyPhI).

1.1. Omnpenenenue, Kiaccupukanus U AMUIEMHOJIOTU KAPAMOMHUONIATHI Y
aeTen.
IlepBbie onucanus KapAUOMUOINIATUN JATUPYIOTCS CEPEAUHON AEBATHAALATOIO
U HavaioMm aBaaunaroro Beka. B 1949 romy Evans BhepBbie omucan cirydaid
ceMelHOoI kaparnoMeranuu 0e3 siBHOM npuyuHsl [S57].

Cam TepMuH «kapauomuonatus» Ol npeanoxxen W.Bridgen B 1957 rony
[38] mist onucanusi 3a00J€BaHUST MUOKapJa HESCHOW ATHUOJIOTUU, B TOM UHCIIEC
HOCSILIETO CEMEUHBIN XapaKTep Y HEKOTOPBIX IMalMEHTOB.

Bcemupnas Opranuzamnust 3apaBooxpanenust (BO3) onpenensier KMII kak
«3a00J1€BaHNEe MHOKap/a, acCOLMMPOBAHHOE C CEpJIECYHOM IUC]YHKIME», U B
1980 romy mnpennoxkuna mnepByto kinaccupuxkanuro KMII, ocHoBbIBasch Ha
JOMHHHUPYIOIIEM CTPYKTYPHOM UM T€MOJWHAMHYECKOM (PEHOTHIE, BBIIEIUB
IWIATallMOHHYIO0, runepTpoduueckyto u pectpuktuHyto KMII [35]. B 1995 rony
kinaccuukanus BO3 Obuta JomoigHeHAa apUTMOTEHHOM JUCIUIa3ueld MpaBoTo
xKenmygouka v Heknaccupuuupyemort KMII [141].

B 2006 romy Awmepukanckas Accommanus Cepaua (AHA) npenmoxxuna
CIEAYIOUIEE  OINpEIEICHHUE: «KapIMOMUONATUU  MPEACTAaBISAIOT  CcoOO0M
TeTEPOreHHYI0 TpYIIy 3a00JeBaHU MHOKapAa, CBA3AHHBIX C MEXaHUYECKOU
W/AIU  DJIEKTPUYECKOM JAUCPYHKUMEH, KOTOpble OOBIYHO (HO HE BCerjaa)
MPOSIBIISIFOTCS HEAJCKBAaTHOM kKeTyI0YKOBOM runeprpodueil uim auiatanuen us3-
3a pa3IMYHBIX NPHUYMH, YaCTO TeHeTHueckux. Kapauomuonaruu ABisitoTCs MO0
M30JMPOBAHHON 00JIE3HBIO cepAla, JIMOO YacThi0 TE€HEPATU30BAHHBIX CUCTEMHBIX
HapylIeHUH, 4YacTO MNPUBOAAT K HWHBAIMAM3ALMU WIM CMEPTH, CBI3aHHOW C

IIPOTPECCHUPYIOLIEN CEPIEUYHON HETOCTATOYHOCTHIO» [99].
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AHA Boigensier nse ocHoBHble rpynmbl KMII (tabnuua 1): nepBuuHble U

BTOPHUYHEIC,

OTHOCA

K TICPBHUYHBIM

3a00yieBaHUsl  ceplilla T'€HETHYECKOM,

NpUOOPETEHHOM MO0 CMEIIAHHON 3THOJIOTUH, a K BTOPUUYHBIM — MAaTOJIOTHYECKOe

BOBJICUEHHE MUOKapaa KaK YaCTH CUCTEMHOM maroJioruu [99].

Tabnuya 1. Knaccuguxkayus rapouomuonamuti Amepukauckou Accoyuayuu

Cepoya (AHA)

IlepBuuHnbIe
KMII

I'eneTnueckue

'KMIT/AATDK/HexommakTHbI Muokap/bonesnn
HAKOIUICHUS TTIMKOoreHa (00se3ub J[aHoH u
PRKAG?2)/[ledexTs! mpoBoAsIICi
cucteMmbl/ MUTOXOHIpHATTLHBIC MUOTIATHH/3200ICBaHUS
VMOHHBIX KaHAJIOB

CMelranusie

JKMIT/PKMII

[TpuobperenHbIC

Bocnanurensuas KMII/Kapauomuonatus Tako-
Tuy6o/Ilepunapransuas KMIT/MuagyunpoBaHHas
taxukapaueit KMIT/KapaunomuonaTust MiaieHIIEB OT
MaTepeil ¢ MHCYJIMHO-3aBUCUMBIM CaXxapHBbIM AHa0ETOM

Bropuunsie
KMII

NudunsTpaTHBHBIE

Awmunonnio3/bonesns ['ome/Mykomonrcaxapu03sl

Bose3un HakorieHus

Bonesnp @abpu/[ mukoreHnoss! (601€3Hb
[Tommie)/bone3ns Humana-Iluka/I'emoxpomaTos

IIpueM TOKCHYHBIX

Hapxotuku/ Tsoxensie MmeTamibl/ XuMU4ecKue

BEIIIECTB BEIIECTBA
OHJIOMHOKapAUAIbHbIE OHAOMHUOKApAUATBHBIN (HUOPO3/IHAOKAPIUT
Jlepdnepa
BocnanurensHbie Capkounnos
DHJIOKPUHHBIE Huabet/I unieptupeos/I unotupeos/I uneprnaprupeos/d
eoxpomorTomMa/AKpomeranus
Kapaunodanuanbusie Cunnpom Hynan/Cunnpom LEOPARD
Helipompliieynsie Ataxcust @punpaiixa/MplleyH bleAUCTPOPHH
Mromenna-bekepa u Omepu-
Hpetidyca/MuoroHngeckast
mquctpodusi/Heiipogubdpomaros/TyOepo3Hblii CKIIepo3
AnMMeHTapHbIC Bonesns 6epu-6epu/llunra/ledunut cenena//ledumur
kapHuTHHA/KBarmmopkop
AyTOMMMYHHBIE CuctemHas kpacHas BoquaHka/PeBmaTonaHbIM
aptput/lepmatromuo3ut/Criepoaepmust/ Y 3eTKOBBIN
HOJIHAPTEPUUT
XUMHOTEepaTHs AwnTtpanukiunsl/JlyueBas tepanus/Liuknopochamun

Epomneiickoe O6mectBo Kapnuonoros (ESC) B 2008 romy ompeaenusio

KMII kak «IaTojorur MUOKapnaa, NMpu KOTOPOM CepAedyHas MBIIIA SBISIETCS

CTPYKTYPHO ¥ (PYHKUMOHAJIBHO HEHOPMAJIbHOH, B OTCYTCTBHE HWIIEMUYECKON
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0oJie3HU cep/illa, TUIEPTOHUH, KIIAMAHHOW MATOJOTHMU W BPOXKIACHHBIX MOPOKOB
cepAlla, A0CTaTOYHBIX, YTOOBI BbI3BAaTh HAOJIOAAEMYI0 aHOMAIUI0 MHUOKapIa» M
MPEUIOKUIO HOBYIO Kiaccudukanuio (pucyHok 1). B nmanHol knaccudukanuu
BoiZieieHbl 5 TunoB KMII B 3aBUCHUMOCTH OT CTPYKTYPHBIX M (DEHOTHIHYECKHUX
W3MEHEHUN, KOTOPBIE MOTYT HOCHUTb HACJIEIACTBEHHbIM W HEHACJIEICTBEHHBIN

xapakrep [54].

Kap):[I/IOMI/IOHaTI/II/I

/// \

Hexknaccudummpyemas

I'KMII JAKMII PKMII KMII

AJIITK

Hacnencrsenusie/ Henacnencrsennnie/
I'enernuecku 00yCIOBICHHBIE [TpuoOpereHHbIC
CLeIuieHHBIE C CLeIuieHHBIE C
I'ennsrii gedexr OIIPEACIICHHBIM Nnuonatuyeckue OIIPEACIIEHHBIM
3a00JIeBaHUEM 3a00JIEBaHUEM

Pucynox 1. Knaccuguxayua rapouomuonamuti Eeponetickoco QObwecmsa
Kapouonozos (ESC), 2008 a.

Heobxonumocts unHTerpansHoro onucanuss KMII ¢ ykasanuem ¢enorumna
MOPAKEHUS MMOKap/ia, BOBJIEYEHHUS HKCTpaKapAUaIbHBIX OpPraHOB, MEXaHHU3Ma
HaCJIEeJ0BaHMUS M T€HETUYeCKOW MH(popManuu nopiusia Ha (GOpPMHPOBAHUE €IIE
OJIHOM KilaccuuKaluuu, npeaioxeHHoil Arbustini ¢ coapropamu B 2013 roay, u
onobpennoit Bcemupnoit ®denepanueit Cepaua (WHF). Axponum MOGE(S)
o0o3HayaeT: MopodyHKIIMOHANBHBIN (eHoTun «M»», nopaxenue opraHoB «O»,
naTtTepH HaciuenoBaHus «G», ATHONOrMYEcKas HHopManus «E» mn

(GyHKUIHMOHANBHBINA cTaTyc «S» [26]. Hanmpumep, AMarno3 MoeT 3By4aTh Kak «Mp
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Ou Gap EG-myn7qe201thry Sp», 4TO 0O3Hadaer quuiatanuoHHbI (eHorun KMII,
MOpPAKEHUE CepAlla, ayTOCOMHO-JIOMHUHAHTHBIA THI HAclIeIOBaHUS, T€HETHYECKU
nerepmuHupoBanHasi (mytauus p.lle210Thr B rene MYH7), ctanua B o ACC-
AHA u ®yskuuonansueii kinacc (PK) II mo NYHA. B knaccudukamuio
BKJIIOYEHBl ~ ClieAytonie (EHOTUNBL: AWIATALUUOHHBIN, THIEpTPOPUUECKUH,
pectpuktuBHbI, HM JIDK, apuTMOreHHas nucmiiasus mpaBoro Kery104kKa.

OtnenbHo 0o603Hauaemblii penorun KMII npencraBnsiercs o4eHb yAOOHBIM C
TOYKHU 3pEHUS KIMHUIMCTA, MOCKOJBKY, BO-NIEPBBIX, (DEHOTUIT MOKET MEHSTHCA C
TEYEHUEM BPEMEHH (HampuMmep, TpaHcpopManus runepTpoduueckoro GeHoTuna B
JIWIATallMOHHBIA B ()MHANBHON cTaguu 3a00J€BaHUsA), a BO-BTOPBIX, HEPEIKO Y
NalyMeHTa MMEIT MeCcTo  Heckoidbko  ¢enotunoB KMII  (nmanpumep,
JIWIATallMOHHBIN U PECTPUKTUBHBIN, TUNEPTPOYUUECKUI U pECTPUKTUBHBIN). B TO
Ke BpeMs, JAaHHas Kiaccu(uKauus ¢ HUCIOIb30BAaHUEM AKPOHHMOB CIIOXKHA IS
HCIIOJIb30BAaHUSI B IOBCEJHEBHOM KIMHUYECKON NPAKTUKE W A0 HACTOSILEro
BPEMEHHU HE MOJIy4HJia LIMPOKOTO paclpOCTPAHEHUS.

CornacHo  wuccnenoBanussiM  Lipshultz ¢ coaBTopamm  exerogHas
3aboneBaemocth KMII B Coenunennsix IllTatax Amepuxku cocraBmser 1,13
cnydyaeB Ha 100 teicsau nmereit [97]. HccnepnoBanus, nmpoBeneHHble Nugent ¢
COoaBTOpaMU B  ABCTpajuH, NIPOJEMOHCTPUPOBAIM  CXOXKHE  IOKA3aTeNH
3aboneBaemoct KMII B ABctpanuu: 1,24 na 100 000 nereii B Bo3pacte 1o 10 ner,
nunatanuonubii peHorun KMII aguarHoctupoBan y 58,6% nereir [117]. Ilo
nanHeiM (uHckoro peructpa KMII exeronnas 3aboneBaemocts KMII y nereit
coctasysier 0,65 cinyuaeB Ha 100 ThIcsSu geTckoro HaceneHus [28]. B mBeackom
MCCJIEI0BAHUM €KEro/IHas 3a00J€BaeMOCTh AWIaTauuoHHbIM (GenoTunom KMII u
HM JIX cpenun pereir ot poxaenus no 18 ner B mepuon ¢ 1991 mo 2015 roa
coctraBuia 0,77 va 100 000 gereit [59].

Hecmotrps Ha T1O, uyro KMII oTHOCATCA K CPaBHHUTEIBHO PEIKUM
3a00eBaHUsIM, OHM SIBJIAIOTCS OCHOBHOM mnpuumHoil TC y nereii B Bo3pacte

crapue 1 roga [24, 110, 179].
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1.2. /JIunaTanuoOHHBIA (PEHOTHUI KAPAMOMHONATHH y JeTeH: onpeaeeHue U
PACpPOCTPAHEHHOCTD.

KMII ¢ nunaTaliuOHHBIM (PEHOTUIIOM — 3TO 3a00JIEBAHUE CEPJICUYHON MBIIIIIHI,
XapakTepu3yromeecs paclIMpeHUEM  JKEIYJOYKOB CEepAla MW  CHHKECHUEM
CUCTOJIMYECKOM (YHKIMH MHOKapAa TMpU OTCYTCTBHM TIe€MOAMHAMUYECKUX
MPUYHH, KOTOPbIE MOTYT BbI3bIBATh JUJIATALIMIO WM JUC(YHKIHMIO MUOKapaa [36,
93]. Ona MOXeT UMEeTh MEpPBUYHBIM  (T€HETUYECKHH, CMEIIaHHbIH,
NpUOOpPETEHHBIM)  WJIM  BTOPUYHBIM  (BOCHANMTENbHBIA, ayTOMMMYHHBIH,
TOKCU4ecKuit) xapakrep [93, 178].

3aboneBaHue MPUBOJUT K MPOTPECCUPYIOIIECH CEpJIeYHOM HEAOCTaTOYHOCTU
(CH), w4yacTto CONpOBOXAAETCS JKEIYJOYKOBBIMH U  HAJKETyIO0YKOBBIMHU
apUTMHUSIMHM, HapylIeHHMEM paboThl MPOBOAAIIEH  CcHUCTeMBbl cepiaua |
aCCOLMMPOBAaHA C BBICOKHM PHCKOM BHE3AIIHOM CEPACYHOW CMEPTH U CMEPTH B
pesynbtare CH B ciywae pedpakTepHOCTH K TOPOBOJUMOI  Tepamuu.
Hunaraunonusiii penotun KMII moxxer manugectupoBath B J1000M BO3pacTe,
XapaKTEepU3yeTCs TAKEIIBIM TEUEHUEM, HEPEIKO MPUBOASAIINM K HHBATUAU3ALNN U
JeTallbHOMY ucxony [2].

CornacHo knaccudukaruu AMepukaHckoil accorumanuu cepana 2006 roaa,
KMII ¢ gunarauvoHHBIM (PEHOTHIOM OTHOCHUTCS K cMmemaHHbIM ¢opmam KMII,
pPa3BUBASCh MO LEINOMY psAy MEPBUYHBIX M BTOPUYHBIX IPUYMH, BKIKOYas
MH(EKIMOHHbIE, TOKCUYECKUE, AYTOMMMYHHbBIE, CUCTEMHBIC, HEHPOMBIIIECYHBIE,
MUTOXOHJpPHAJIbHBIE, METa0O0JIMYECKHUE, HIAOKPUHHBIE 3a00J€BaHUsA, HAPYLICHUS
MUTaHUS U AeQUIIUT MUKPOIJIEMEHTOB [36].

B namewm uccnenoBaHum Mbl OyjiIeM FOBOPUTbH O JWIATAUVMOHHOM (PEHOTHUIIE
KMII, nmnoppa3dymeBass HE  TOJBKO  TE€HETUYECKM  JIETEPMUHUPOBAHHYIO
KapIMOMUONaTHIO, HO oOmmi aunatauMoHHblii denorun KMII, Bkiarovaronmini B
ce0sl peMOJIEIMPOBAaHAE MMOKApya MO LEJIOMY Psly NMPUYMH, YTO MPEACTABISACTCS
HaM KpaiiHe BaXKHbIM BBUJy BBICOKOHM YaCTOTbI PaCHPOCTPAHEHHOCTH BTOPUYHBIX

¢dopm KMII, nopaxkenus ceppua B paMKax psja HACJIEACTBEHHbIX 3a00JI€BaHU Y
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JIeTel  paHHEero Bo3pacra, TpeOywumx nOpoBejeHus auddepeHuranTbLHO-
JIMarHOCTUYECKOr0 MOMCKA U CNeLU(PUIECKOTO JICYESHUS.

Exerognas 3aboneBaemocts KMII ¢ qunaraunonnsim ¢penotunom B CIIIA
coctasisier 0,57 cayuaeB Ha 100 Teicau nereit [169]. CormacHo ucciegoBaHUSIM
Mozaffarian ¢ coaBropamu, awnataunoHHblil peHorun KMII sBasercs nHaubomee
4acTO BCTpevarolieiics (QopMol MOopaKeHHs CEepACYHOM MBIIIIBI, a TakKke
Benyuerd npuanHou paszsutus cunapoma XCH, TC u neransHoro ncxona [108].
O6mas pacrpoctpaneHHOCTh 3a0osieBanus B CIIA cocraBnsier 36 Ha 100 Thicau
HacesneHus [169].

Ilo manebIM nemmatpuueckoro perucrtpa KMII CIHIA, numaranmoHHBIN

dbeHoTumn cocrapisieT okoJio 51% Beex ciaydaeB 3a0oneBanuss KMII [179].

Cunraercs, 4TO MaJbUMKH HECKOJBKO dalle aeBouek Oojieror KMII ¢
TUIATAllMOHHBIM  (DEHOTUIIOM  BCJEACTBUE  HACJIECACTBEHHBIX 3a00JIEBaHUU,
aCCOIMUPOBAaHHBIX C X-CIeMIeHHbIM HacnenoBanuem (0,66 mpotus 0,47 wa 100

TBICSIY COOTBETCTBEHHO) [99].

1.3. ITHOJ0rUsA IMJIATAHMOHHOIO (PEHOTHIIA KAPAUOMHUONIATHH Y JAeTei.

Jlo BBenEHHMS TEXHOJIOTMM CEKBEHHPOBAaHUS HOBOTO IOKOJEHUS B
1a00paTOPHYIO0 JTUATHOCTUKY ompenenenue stuojoru KMII ¢ nunaTaninoHHBIM
(eHoTHnOM OBUIO OYEHBb CIOKHOMW 3a/ayei, U B OOJBIIMHCTBE CIY4YaeB XapakTep
3a00JIeBaHUs CUUTAIICA UIUOTIATHYECKUM.

AHanmn3 naHHbIX neauarpudeckoro perucrpa KMII CIA mokaszan, 4To
mub y 34% neredt ¢ gunarauroHHbM (enotunom KMII ynanoch ycTaHOBUTH
ATHOJIOTHIO 3a0oseBaHus: B 16% ciaydaeB NpUYMHON SBUJIICS MUOKApIUT, B 9%
HellpoMbllIeuHble 3a0oneBaHus, B 5% nHacnenctsenHas (opma KMII, B 4%
BpOXKACHHBIE O0JIe3HU 0OMeHa, B 1% cinydaeB cuHIpoMbl Manbhopmanuii [179].

B uccnenoBanuu Miranda ¢ coaBTopamu cpequ 61 pebeHka c auiaTaguei
JIEBOrOo KeJyloyka M €ero cucroauyeckoin guchynkuuen y 47.5% (n=29)

naureHToB KMII nmena npnonatnueckuit xapakrep. B 18% cnyyaes (n=11) KMII
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SBJISITIACH CJIE[ICTBUEM MEPEHECEHHOr0 BUPYCHOTO MuoKapauTa (y 8 ManuMeHTOB
BbISIBJIEH napBoBupyc B19, y 2 maupeHTOB puromeranoBupycHas uHgekuus, y 1
nagueHTa Bupyc rpummna). HacienctBeHHble MeTa0oIMyeckue 3a00sieBaHus
nuarHoctrpoBanbl y 11,5% nauuentoB (n=7). bonee pegkuMu 3THMONIOrMYECKUMU
NPUYMHAMU SIBJISUTUCh AHOMAJIMKA KOpOHapHbix aptepuil (n=3), HM JIXK (n=3),
HEMPOMBIILIEYHbIE 3a0osieBaHuss (n=2), apuTMOreHHass JUCYHKUUSI JIEBOTO
Xeayaouka (n=2), pesenus mmHHOro meda 11 xpomocomsl (n=1), cemeiiHas
¢dopma KMII (n=1), HeoHatanbHasg BomvaHka (n=1), anTpauukiauHoBas KMII
(n=1). HacnenctBeHHble MeTaboIMYeCKKE 3a00I€BaHUsl BKIOYAIA B CE0ST CUHAPOM
Bapra - B 1 cayuae, iehekThl P-OKUCICHNSI KUPHBIX KUCJOT - B 2-X CIyYasix u 2
CJIyuasl JIM30COMHbIX Oosie3Helt Hakomienus [105].

Cpenu 148 nereir B Bo3pacTe oT 3 MecsneB g0 9 ner 6 Mec (cpeaHuid
Bo3pacT 2,2 rojga) ¢ BHOBb auarHoctTupoBanHod KMII ¢ gunaranroHHBIM
¢enorunom, BkimoueHHbIX B peructp KMII B Hunepnangax, B nepuon ¢ 2005 no
2012 ron, nmoutu B nosioBuHe ciiyyaeB KMII otHecena k npnonatuueckum. B 16%
CIy4yaeB JMAarHOCTUPOBAH MHOKapauT, y 14% mDanueHToB uUMeENa MeCTO
reHerudeckas aerepMuHupoBaHHocTb KMII, 7% wmenu apuTMOTE€HHBINM TE€HE3
peMoOIENMpPOBaHUsl MUOKapAa (aTpUOBEHTPUKYISpHAs OJI0OKaga WM apUTMHS), Y
6% nmereit KMII Oputa BbI3BaHAa Tepamued aHTpauukiuHamu, y 4%
JTMAarHOCTUPOBAHO MeTabosnueckoe 3aboseBanue, y 2 gnereir (1%) -
HelpoMbllIeyHOe 3a00seBaHus, y | peOeHKa BbIsIBIEH CUHAPOM AnbCTpema, mo 1
CJIy4aro IPUIIIOCh Ha CKJIEPOJIEPMUIO U HEOHATaIbHbIA HHPapKT [49].

ITo nanneM nepunarpuyeckoro peructpa KMII CIIA cpeau 1832 nmereit ¢
nunatanoHHbiM (peHotunom KMII B mponecce nUuHaAMUYECKOro HAOIIOACHUS Y
12% manureHToB MOATBEPKIEH HACIEICTBEHHbIN XxapakTep 3a0oneBanus [179]. [1o
pesynpraram HanmonansHoro uccnenosanuss KMII y nereilr B ABcTpanuu 4acTtora
HacnencteeHHot KMII ¢ jaunaranmoHHsiM  geHoTunom coctaBuia 14,7%
[117].  Pesynbrarel peructpa 3abojieBaHUM cepaeuHoi Mbiel r. Tpuecr,

Wrtanuss mnpoIeMOHCTPUPOBAIM JBYKpaTHOE NpeobiafaHue ceMelHbIX (popm

22



aunatanonHoro ¢genoruna KMII B nmeguaTpuueckoil momyJisiliii MO CPAaBHEHUIO
co B3pociabsiMu nanuentamu (34,8% npotus 17,5%) [134].

Hacnencreennas dbopma JAJIATALIMOHHOT O dbeHoTumna KMII
IUArHOCTUPYETCs, e€cliiu 2 wiau Oojee pPOJACTBEHHHUKA OTBEYAIOT 2 OCHOBHBIM
KpUTEpUSIM MOCTAHOBKM JuarHo3a auiatanuoHHoro ¢genoruna KMIL: @Y <25%
(wnu Z-score Oomblie 2-X CTaHAAPTHBIX OTKIOHEHUU) u/unu ®B<45% (unu Z-
score Oouibllie 2-X CTaHJAAPTHBIX OTKJIOHeHuM) u Z-score KJP JDK Oonbiie 2-x
CTaHJAAPTHBIX OTKJIOHEHUH B OTCYTCTBHE JIIOOOW H3BECTHOM IPHUYMHBI
MUOKapAuanbHoro 3aboneBanus [127]. OTcyTcTBME CEMEHHOro aHamHe3a He
MCKJII0YaeT M'€HETUYECKYIO 3THOJIOTHI0 AriiataunoHHoro (penoruna KMII, tak kak
3t0 MoxeT ObiTb KMII BcnenctBue Mytanuu, BbIABICHHOW de novo, 0o
HAaCIIEJICTBEHHOCTH ellle He Obuia BeisiBlieHa [121]. [Ipeamnonaraercs, 4yTo UCTUHHAS
parnpocTpaHeHHOCTh HacliencTBeHHOU hopmbl KMIT MoxeT ObITh OoJibliie, 4eM 1Mo
JaHHBIM  PErucTpa, YTO CBSI3aHO C  HEAOCTATOYHBIM  00CIEJOBaHUEM
POJICTBEHHUKOB TMAalMEHTOB ¢ JuiaTalMoHHbIM (enotunom KMIL. Bceem
POJICTBEHHHKAM |- JMHUM NalMEeHTOB C AuiaTalMoHHbIM (enotunom KMII
PEKOMEHJOBAHO  IPOBEICHUE  KIMHUYECKOIO  CKPUHUHIA,  BKIIOYAOLIETO
npoBenenue aektTpokapauorpaduu (OKI') u sxoxapauorpaduu (OxoKI') [104].
Ilocnengnue wuccnenoBaHWs NPEANONAralOT, 4YTO JOJDKHBIA CKPUHUHT CpEIn
POJICTBEHHUKOB MAlMEHTOB ¢ AMIAaTallMOHHBIM (peHoTunoM KMII MoxeT BbISIBUTH
HAClEJICTBEHHBIN  XxapakTep 3aboneBanus B  20-35%  cmywaes  KMII
WUJIUOTIATUYECKOTO Xapakrepa [126].

ITo HekoTOphIM JaHHBIM, 0KOJO 20-50% cinydaeB KMII ¢ nuimaranyoHHBIM
(eHOTUIIOM O0YCIOBIEHBI MYTALIMSIMU B T€HAX, KOAMPYIOIUX O€IKH MUOKapAa,
4acTO C ayTOCOMHO-JIOMHHAHTHBIM XapakTepOM HACJIEIOBAaHUS, pexe ¢
ayTOCOMHO-PELECCUBHBIM M X-CLHEIUICHHBIM XapakTepoM HacienoBanus. Hepenku
CHOHTAHHBIE MYTALlMM y MALMEHTOB 0€3 OTATrOIIEHHOW HACJIEJACTBEHHOCTH IO
KMII. TexHonorusi CEKBEHUPOBAHUSA HOBOT'O IMOKOJICHUS MPUBENIA K YBEIUYCHUIO

KOJINYCCTBA BBIABIISIEMBIX MyTaI_[I/Iﬁ U T'CHOB, OTBCTCTBCHHBIX 3d PAa3BUTUC KMH,
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BEpOSITHO, TETEPOre€HHOCTh INPOSBICHUN 3a00jeBaHUs OOYyCIIOBIE€HA HWMEHHO
reHeTU4eCcKo BapuabenbHOCThIO. [lpaBunibHAsg HMHTEpHpeTanusi NaTOT€HHOCTH
MyTallui M HMX KIMHUYECKOTO BIUSHUA, ONPEIEICHUE KOPPEISIUUNd MEXIY
T€HOTUIIOM M ()EHOTUIIOM TMPEACTABISIIOT CO0OM Ba)kHble 00JacTU IS
JNanbHENIuMX uccienopanuii [121].

BblsiBlIeHHE TE€HETUYECKOM MyTalMu SBISETCA BaKHBIM KIMHUYECKUM
MHCTPYMEHTOM, MOCKOJIbKY MYTallUM B OINPEIECICHHBIX T'€HAaX aCCOIMUPOBAHBI C
ONPEJECICHHBIMA KIMHUYECKUMHU MPOSIBICHUSAMHU, TSAXKECTBIO M  IPOrHO30M
3a00seBaHus, a TAKXKE MPUHLUUIHUAIBHBI PU MPOBEACHUN MEIUKO-T€HETUYECKOTO
KOHCYJIbTUPOBaHUA cemei ¢ Hacneacreenno KMIT [92, 88, 125].

B nacrosmee BpeMsa usBectHo 6osee 50 reHOB, CBA3AHHBIX C NATOT€HO30M
pa3Butus AwnatanmoHHoro ¢enotuna KMII [104]. Myrtauuun B TeHe,
kogupyromeM TUTHH (7TN) - TUraHTCKUN O€JIOK, KOHTPOJIHMPYIOUIUN KECTKOCTh
capkoMepa, SIBISIOTCS HanbOoJiee YacThIMM U OTBETCTBEHHBI 3a 19-25% mnpuuun
HacieacteeHHo KMII ¢ qunarauronsusiM ¢penotunom u 11-18% cnopannueckux
dopm [84, 166]. B 1O xe Bpems, B ucciegoBaHUU 36 POCCHICKHX AETEH C
aunataiMoHHbIM peHotunoM KMII numpb y 1 pebeHka ObLI BBISBIEH BEPOATHO
MAaTOT€HHbIM BapuaHT B TeHe 17N, 4To MOXKET CBUIETENbCTBOBaTH O OoJjiee
no3aHeM nedtore 7TN-onocpenoBanHbix KMII u TpeOyeT ganbHeiero n3y4eHus
[184]. MyTanuu B reHax capkomepa, BKIIOYAOIINEe 0eTa-MHO3UH TSHKEJIOW Ienu
(MYH7), cepaeunbii Tponmonun T (TNNT2), tponomuosun (TPM]I),
Muo3uHCBs3bIBatonui nporeun C (MYBP(C3), BctpeuatoTcsi ¢ yactotoir 5-10%
[83]. Ilo nmaHHBIM JUTEpaTypbl, HAaUOOJIEE YACTO BCTPEUAIOUIUMUCST MYTAIUSIMHU
I€HOB IIUTOCKEJNETa, OTBETCTBEHHbIMM 3a pa3zButue KMII ¢ aunaranuoHHbIM
dbenotunom spisitorcss myTtanuu B ree ¢unamuna C (FLNC) — 4% u necmuHa
(DES) — 1-2% [135]. Mytanuu saepusix reHoB (namuH A/C (LMNA), PHK-
cBsi3bIBaronuil nporeun-20 (RBM2(0) orBercTBeHHbI 3a 5 u 2% ciayuaes KMII ¢
TuIaTalMOHHBIM (DEHOTUIIOM, COOTBETCTBEHHO [83].

CornacHo paHHbIM nenuatpuueckoro peructpa KMII CHIA, naumbonee

yacto npuunHod paszButuss KMII ¢ gwnaranvoHHBIM (PEHOTUIIOM SIBISIETCS
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BUPYCHBIA MHOKapJIUT, YTO HauOoyiee BEPOATHO OOYCIOBJIEHO HENPOBEIACHUEM
JETSIM, BKIIOUEHHBIM B PErUCTpP, MOJIEKYJSAPHO-T€HETUYECKOro 00CIeIOBaHUS.
Kak mnpaBwio, K MHOKapAWTy MNPUBOJUT TOBPEKICHUE Cepala BUPYCHOH
ATUOJIOTHH, BBI3bIBAIOILEE BO3ECHCTBUE BHYTPUKIETOUYHBIX aHTUT€HOB, BEAyIEE K
T-muMdouut onocperoBaHHOMY BOCHAJIEHUIO, IPU 3TOM Y HEKOTOPBIX MAIl[UEHTOB
BOCHAJIMUTENbHBIA OTBET MOXKET COXPAHATHCA B TE€UEHHUE JJIUTEILHOTO BPEMEHU H3-
3a JIO’)KHOTO UMMYHOT'O OTBETa MPOTUB COOCTBEHHBIX aHTUTeHOB cepAta [136]. Ilo
JaHHBIM  SHJIOMUOKapAHAJIbHOW  OHONCHUM  HauOOJee YacTO  BBIABISIUCH
napsoBupyc B19, Bupyc Kokcakm B, ameHoBupyc, repmecupychl [66, 152].
TUnUYHBIMU MPOSBIEHUSMU MHOKapauta spisercs kiauHuka CH, ogHako oHM
MOTYT BapbuUpOBaThb OT CYOKJIMHUYECKUX TMPOSBICHUA O ApUTMHUNA, OJOKaabl
aTPUOBEHTPUKYJISIPHOTO MPOBEACHUS, KIMHUKU UH(pAPKTa MUOKap/ia U BHE3AITHON
cepaeunor cmeptu. Oxono 20% B3pOCHBIX NAUNMEHTOB C MHUOKaApAUTOM
dbopmupyror mnoctBocnanurenbayro KMIT [98]. K coxanenuto, J0CTOBEpHOE
OompeAeeHue NMocTMuoKapauTuueckon stnonaorun KMII no Hacrosiiero BpeMeHu
OCTaeTCs 3aTPYJHUTENbHBIM, YTO CBS3aHO C WHBA3UBHBIM XapakTEPOM H
HEJOCTATOYHOW MH(GOPMATUBHOCTBIO 3HJIOMUOKAPAHAIBHON OHOICUHU, MOITOMY
KMII nanHOrO renesa HepeaKoO pacCMaTpUBAETCS Kak HanonaTudeckas [85].
BaxxHoll npuunHOi pa3Butus aunatanuoHHoro ¢penoruna KMII sBiasroTcs
BpPOXKJICHHbIE HapyllleHus OOMEHa BEUIECTB, BKJIIOYAlOIMEe B ceds O0oyie3HU
HAKOIUJICHUS, HapyLIeHUs OeTa-OKUCICHUS IKUPHBIX KHCIOT, OpraHUYeCcKue
anuaypuu, MUTOXOHJPHAIIbHbBIE 00Je3HH, BPOJKJICHHBIE ne(eKTsl
riuko3wnupoBanusd. [lo ganneiM  Kindel ¢ coaBropamu 1o 16% KMII c
TUIATAllMOHHBIM ~ (PEHOTUIIOM Yy JIeTel  0O0YCIIOBIEHBI METabOJNYeCKUMU
3a0oneBanusiMu  [89]. B wuccnegoBanum Badertscher ¢ coaBropamu cpenu
miazaeHneB 10 1 rona ¢ gunaraunoHHbM perHotunom KMII y 13,5% BbisBIIEHBI
BpOXKJCHHBIE HapylleHuss oOMeHa BemiecTB [31]. /[marHocTMKa BPOXKICHHBIX
nedeKToB MeTaboau3Ma B paHHEM BO3pacTe KpalHe BakHa Mg oOecreyeHus
ONTHUMAJIBHOTO JIEYEHUs MallUeHTa, ONPEEICHHs TPOTHO3a, aJIeKBATHOTO MEIUKO-

T€HECTHUYCCKOI'O KOHCYJIbTUPOBAHUA. B HacTosAmee BpeMA I MHOI'UX
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3a00ieBaHUN JOCTYIIHA TEpanus, paHHEE Hayajio KOTOPOW MO3BOJIAET JOOUTHCS
00paTHOrO pa3BUTHS CUMIITOMATHKY U YIyUYlIEHUs MPOrHo3a 3aboeBanus [9, 40].

Hapymienns Oera-OKHMCIEHUS JKUPHBIX KHCIOT — Oojblias TIpynmna
BPOXKJICHHBIX HapyUIEHUH MeTadoiM3Ma, KaK MpPaBHIIO, MMEIOIIHUX ayTOCOMHO-
PELECCUBHBIN THUIl HACJIEIOBAHUSA, MOPAXEHUs CEpALA NPHU JAHHOM NATOJIOTUU
npossisitorcs KMII (¢ runeprpoduueckum W/uind AWIATaAIUOHHBIM (PEHOTHUIIOM)
W/Uny HapyleHusiMu putma (tabmuna 2). OJHUM U3 YacThIX 3a00JieBaHUN 3TOU
rpynnel  sBusercsa aedpuuut QgepmeHTta 3-ruapokcu-auuia-KoA-aeruaporeHasbl
KUPHBIX KHCIOT, IPU KOTOPOM NPOUCXOAUT HAKOIUIEHUE XUPHBIX KHCIOT C
JUIMHHOW UENbI, KOTOPBIE HETATMBHO BIUAIOT HAa MuUOKapna. Hepeako mepsou
MaHu(decranueil 3abojeBaHUsA SABIAETCS METa0OJIMYECKHM Kpu3, Ha (oHe
JUTUTEILHOTO TOJIOAAHUS, TP MHTEPKYPPEHTHBIX 3a00J€BaHUAX, TPOSIBISIOLIUNCS
TSDKEJIONM THIIOKETOTHYECKOM THIIOTJIMKEMHUEH, METa0OIUYECKUM  alliI030M,
TUIIEpIaKTaTeMUEN,  runepaMMoHuemuend.  CBOEBpeMEHHas  JMarHOCTHKA
3a0oneBaHusl KpailHE BakHa, TaK KAaK COONIOJEHHUE aJl€KBATHOM HU3KOXHPOBOMN
BBICOKOYIJIEBOJHOM UETHI C TOMOJHUTEIBHBIM HA3HAYEHUEM CPEIHELENOYEUHBIX
KUPHBIX KHCIOT MO3BOJSET N30€KaTh Pa3BUTHUS KU3HEYTPOKAIOIIUX OCIONKHEHUN
[9, 6].

Cpenu cunapoManbHbIX 3a00aeBanuii, npu koTopeix KMII sBnsiercss onaum
U3 TPOSBICHUN, MPeoOIagaloT MUTOXOHJIpUAbHbIE 3a00J€BaHUs, KaK MPaBHUIIO,
NeOITUPYIOIIME B paHHEM BO3pacTe U HMMEIOUIME  MYJIbTUCUCTEMHYIO
CUMIITOMATHUKY, BKJIFOYasi CKEJICTHbIE MHUOIIATHH, HEBPOJOTHYECKUE CUMIITOMBI U
3aep KKy pa3BuThd. OJIHUM M3 MUTOXOHAPHUAIBHBIX 3a00JIEBAHUM SIBISETCS
cungpom bapra - 3aboneBaHue ¢ X-CIEIJICHHBIM MEXaHW3MOM HACII€IOBAHMUS,
BbI3bIBaeMoOe MyTauuen B reHe taddasuna (74Z), pacnoaoKeHHOro Ha JJIMHHOM
miede  X-XpOMOCOMBI, KOTOPBIM  KOAMPYET CHHTE3  aliITpaHcdepassbl,
KaTAIM3UPYIOWEHW  PEMOJEIUPOBAHME  KApAHWOJUIIMHA B MUTOXOHJIPUSAX.
3aboneBaHuE MPOSIBISETCS CEPACUYHO-COCYAUCTBIMU AHOMAJUSMHU, CKEJIETHON
MHONaTuen, HeuTponenunen, 3aaep:xkkon pocrta [10]. Ilo ganusiM peructpa, 70%

MMalMEHTOB ¢ cuHApoMOM bapra wumeror npuszHakn KMII B mnaneHueckom
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BO3pacTe, KaK MPaBUJIO, C JWJIATAIIMOHHBIM (DEHOTHUIIOM, Y TOJOBUHBI OOJIBHBIX
BBISIBIIIFOTCS] TPU3HAKU HEKOMITAKTHOTO MHOKapja [77].
Tabnuya 2. BpoowcOennvie Oegpekmbl MmemadoIuzMa, accoyuupo8amnHvie ¢

ounamayuounvim penomunom KMIIT

3aboneBanue [TaTorHOMOHUYHBIE HacropaxuBaromiye cuMITOMbI
OMOXMMHUYECKHE MapKEPhI

MuToXOoHapUaIbHbIE [Nunepnakraremus, ['unoronus, 3aJIepKKa/perpecc

3a0oJeBaHus MIOBBILLIEHHBIN YPOBEHb | MOTOPHBIX HABBIKOB, BOBJICUYEHHE
QJIaHMHA, POJIMHA B KPOBU JPYTUX OPTaHOB U CUCTEM

Cunpgpom bapra [loBbimenHast skckpenust 3- | [umotonus,  3amepikka/perpecc
METWJITYTaroHOBOM KUCIIOTBI MOTOPHBIX HaBBIKOB,

HEUTPOINICHUS

Hapymenns 6era- | [ToBeimenue yposus C14:1 I'mnornukemus, IIOBBILLICHHE

OKHCJICHUS OYEHb YpOBHS KpEaTUHKUHA3bI,

JUIMHHOIIETIOYEYHBIX [IEYEHOYHAs mucyHKIus,

KUPHBIX KUCIIOT MeTa0OINYECKUE KPU3bI

Hapymenns 6era- | [ToBeimenue yposus C14-OH,

OKUCJICHHS Cl16-OH, C18-OH

JUIMHHOIIETIOYEYHBIX

KHUPHBIX KUCIIOT

IIepBruuHBIi1 Ouenb HU3KHAH YPOBEHb

CHUCTEMHBIH  Je(UIUT | KApHUTHHA B KpOBH,

KapHUTHHA MOBBILLIEHHAS JKCKpeuus
KapHUTUHA C MOYOH

Hedpuuur  xapuutun- | [loBeimenne ypoBHs C12-CI18

NaJTbMUTOMNII alWJIKAPHUTUHOB

TpaHchepasbl

Cpenu Oonesneil HakoruieHusi riaukoreHa k KMII ¢ aunaTaniuoHHBIM
(eHOTUIIOM MOKET MPUBOJAUTH INIMKOTreHo3 IV Tuma, BbI3bIBA€MOM MyTanuel B
reHe ammio-1,4:1,6-rmokantpancdepasbl, KOTOpas HApylIaeT CUHTE3 HOPMaJlbHOU
CTPYKTypbl IiHKoreHa. Kak mnpaBwio, ManueHThl MOTHOAIOT OT MEUYEHOYHOU
HEJIOCTATOYHOCTH, OJIHAKO M3BECTHBI aTUMUuyHble (opMbl 3a00JeBaHUS C
MPEUMYIIECTBEHHBIM MOPAXKEHUEM CEPACUYHON MBIIIIIBI [ 164].

K nu3ocomMHbIM 0OJIE3HSIM HAKOIUIEHUS, MPU KOTOPBIX MOXKET OTMEYAThCS
peMojeIupoBaHue MHUOKapJa [0 AWIATAllHOHHOMY  (EHOTUIY, OTHOCAT
mykomnoaucaxapuao3bl (MIIC) u ranrnmmuosupo3sl. MIIC — HacneacTBEeHHbIE
3a00JeBaHusl, IPU KOTOPBIX HApPYIIAETCs Jerpaaalus TIMKO3aMUHOTIUKAHOB, YTO

NPUBOJUT K HUX HAKOIUIEHHI0O B JHM30ocomax TkaHeW. Kak mpasuno, MIIC
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accouuupoBaHbl c¢ rurneprpodueit muokapnaa, oaHako npu MIIC I u VI tunos
MOXET OTMEYaTbCs  JWJIATalMs  KEIYJOYKOB  CEpALA CO  CHM)KECHUEM
cokparutenbHOM (QyHkiuu. 3aboneBanus wu3 rpynnsl MIIC Moryt ObITh
3aMoJ03peHbl NPH HAJIUMYMM JIMIEBOTO au3MopduszMa (rpyOble 4epThl JIMLA),
TUIEPTPUX03a, TYTONPOABUKHOCTH CYCTaBOB, TYTOYXOCTH, 3aJ€pKKU W/WUIU
perpecca  MCHUXOMOTOPHOTO  Pa3BUTHUA, TIE€NATOMETANIMM, TpbDK. PaHHAA
JUArHOCTUKA 3a0o0seBaHus 0COOEHHO BAJKHA BBUIY HaJINYUS
(depmenT3aMecTUTENbHON Tepanuu st MHorux BuaoB MIIC, koropas Moxer
MIPEJOTBPATUTh JAIBHENIIEE HAKOIUIEHWE TJIMKO3aMUHOTIIMKAHOB B JIN30COMax U
COOTBETCTBEHHO MTPOTPECCUPOBAHUE CUMIITTOMATHKH [5, 61].

GM 1 -ranrnuo3uio3 — peakas IM30coMHasi 001€3Hb HAKOIUICHUS, UMEOIAs]
ayTOCOMHO-PELIECCUBHBIN XapakTep HacieloBaHMs. 3a00JIeBaHUE BbI3BIBAETCS
myTtauusimu  reHa  GLB1, komupyromero — ¢depMeHT  b-ramakto3ugasy.
NudanTunbHbil TN 3200JI€BaHUS XapaKTEPU3YETCsl OYEHD TSAKEIbIM TEUEHUEM C
N€0I0TOM B TEUEHHE MEPBbIX HECKOJIBKUX MECSLEB KU3HU. Y OOJIbHBIX OTMEUYAETCS
BBIPAKEHHAsI MbILLIEYHAs! TUIIOTOHUS, HOcAIas TudPy3HbIA XapakTep, yBeIUUeHUE
A3bIKa, runepTpodus AeceH, B LEeIOM (EHOTUIUYECKUE MPOSBICHUS CXOJHBI C
cungpomom ['ypiep. Xapakrepbl TpyAHOCTHM BckapmumBaHusa. Ilo mepe pocra
pPa3BUBAIOTCS HEBPOJOTMYECKHUE TMPOSIBICHUS: OJMWIENCUs, OylbOapHbld U
NCeBI00YIbOAPHBINA CUHAPOM, SIUJIENICUsI, HApYyLIAeTCsl 3pEHUE U CIYX BIOCTH 10
MOJHOM uXx norepu [61].

Helipombimeunsie 3a0oneBanus npu KMII ¢ aunatannoHHbIM (heHOTUTIOM
BCTpevaroTcss ¢ vactorod okono 10% mo manuemM peructpa KMII, cpenn Hux
npeo0iaaaoT MeleyHble auctpodun lomenHa nu bekkepa, npu 3ToM pa3BuUTHE
KMII HOCUT MemsieHHBbI, HO HEYKJIIOHHBIN xapaktep. [lepBoHavanbHO oOpamarot
BHUMAHHWE CUMIITOMBI MHUOIIATUH U JIMIIb 3aTE€M MNOSBISAETCS KIMHUKA CEPICUYHOU
HEJ0CTaTOYHOCTU. TakuM oO0pa3oM, CHUMNOTOMBI TMOPAKEHUS MBI, a TaKke
MOBBILIIEHNE YPOBHS KPEAaTUHKUHA3bl B CBIBOPOTKE KpPOBH Yy TIAIIUEHTOB C
nunatanoHHbIM Genotunom KMII 006yciaBinBaiOT HEOOXOIUMOCTh UCKIIOUCHUS

HACJIEeJICTBEHHOr0 3a00JI€BaHMsI U3 TPYNIIbI HEUPOMBIILIEUHBIX AuCTpoduid [103].
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HexomnaktHas KIIM (HKMII) sBisietcss CTpyKTYpHOM MaTojoruei
MMOKAapJia HEOIPEIEIICHHON 3THOJIOTUM, KaK IPABUIIO, T€HETUYECKON IPUPOIBI,
KOI'/Ia BBISABIIAETCS JBYXCIIOMHAs CTPYKTypa MHOKapja, 4Yaile BCEro B 00JacTu
BEPXYIIKHM M OOKOBOW CTEHKHM JIEBOIO >KEIyJO4yKa, COCTOsIIas U3 TryOuyaToro
SHAOKAPIUAJIBHOTO CJIO0SI M KOMIIAKTHOTO 3MUKAPAUAIBHOIO CIJIOS, C IIyOOKUMU
MEXTPaOEKyJIpHBIMU JIAKYHaMH. OTO JOCTaTOYHO peaKoe 3abojeBaHue C
yactoTod BoIaBieHHa 0,8 Ha 100 ThIcsu mereit 7o 1 roga m 0,12 ma 100 TeICSY
neteit crapuie 1 rona [27, 168], Tem He MeHee 1O JaHHBIM uccienoBanus Andrews
C coaBTOpaMHu, npoBeacHHbIM cpeau 104 perert ¢ mepsuunon KMIL y 9%
muarsoctupoBana HKMII [24]. V wekoropsix maruenToB ¢ HKMII BeisBisroTCs
HelpoMbIlIeYHbIE 3a00JeBaHusg M XpoMmMocoMHas maroiorus [113, 168]. B
HacTosimee Bpems u3BecTHO 8 ¢opm HKMIIL: u3onupoBanHoe HapylieHue
CTPYKTYpBl MUOKapja 0e3 IuiaTaliy MOJOCTeH cepAla U HapylIeHHUs CHUCTOJIO-
IUACTOJMMYECKOM (YHKIMHM, apuTMOreHHas (opmMa ¢ paHHUM pa3BUTHEM
KUZHEYTPOXKAIOUIUX apUTMMUIA, OWIIaTallMOHHAs, runeprpopuyeckas,
pecTpukTHBHas, cMemanHas (opma (B 3aBucuMoctd oT ¢enotuna KMII) u
dbopma, accoruupoBaHHas ¢ BpoxkJIeHHbIMU nopokamu cepana (BIIC) [100, 170].
VY nereit HM JIXK vacTo acconMupoBaH ¢ JUIATALIMOHHBIM U TUNEPTPOPUUECKUM
¢enorunom  KMII. MuageHusl ¢ M30JMPOBAHHOM  JIEBOXKEIYIOUYKOBOM
HEKOMITAKTHOCTBIO B TEUEHHE MEPBOTO Ioja KU3HU UMEIOT CaMblii BBICOKUN PHUCK
Pa3BUTUSA apUTMUI U BHE3AIIHOU CEPAECYHOU CMEPTH, B TO BpPEMs KakK IPOTHO3 y
neTei 6oliee crapiiero Bo3pacta 0e3 Kkapauomeranuu 6osee OiaronpusiteH [167].

C munataumoHHbsM (enHotunom KMII acconmupoBanbl HEKOTOPBIE PENKHE
Tr€HETUYECKUE CUHJIPOMBI, CPEAN KOTOPBIX HAJ0 BBIAECIUTh CUHAPOM AJNbCTpéMa U
cunapom Kapsaxais.

CunapoMm AnbcTpéMa - peIKOe MOHOTEHHOE 3a00J€BaHHE W3 TPYIIIbI
LUAJMONATAA, €  ayTOCOMHO-PELECCHUBHBIM  XAapaKTEPOM  HAcCJeIOBaHUS,
XapakTepu3yroueecs NporpecCUpyronuM IMOPaKEHNEM MHOTHX OpPraHoB. BeI3BaH
MyTauusMu B reHe ALMSI, KOTOpblli KOAWPYET NPOTEHH, WIPAIOIIAA  POJb B

(GOpMHUpPOBAaHUM W TONJAEPKAHUM PECHUYEK, PEryJSUU KJIETOYHOro IHKJIa,
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HHAOCOMAJIBHOIO TPAHCIOPTA, MUTPALIMM KJIETOK M MPOAYKIHMH BHEKJIETOYHOTO
Matpukca. Co CTOPOHBI CEPAEUHO-COCYAUCTON CUCTEMBI, KaK MPaBUIIO, OCHOBHBIM
nposiBienreM cuHapoma ciayxur KMII ¢ aunaranvoHHbIM — (eHOTHIIOM,
BKJIIOYaronias MH(PaHTUIBHYIO U O3AHIO (opMbl. [lopaxeHus Apyrux opraHoB u
CUCTEM BKJIIOYAIOT B ce0s OXUPEHUE W CcaxapHbld OuabdeT Kak CleICTBHUE
WHCYJIUHOPE3UCTEHTHOCTH, HUCTarM U (otododuro, ManudecTupyrommue Ha
MEPBOM TOJy JKH3HU C NPOrPECCUPYIOUIUM YXYIIIEHUEM 3pEHUs BIUIOTH 10
CJIETIOTHI, TYTOyX0CTh, He(ponartuio [114].

Cunnpom KapBaxanp - mposiBasieTCs B BUJE AWJIATALMOHHOTO (peHOTHNa
KMII, mepcTuCTO-KyApsABBIX BOJOC M MNAJbMOIUIAHTAPHOW  KEPATONEPMBI.
3abosieBaHUE BBI3bIBACTCS MyTalMsIMU B TpeX TIeHax - JecMmoruiakuH (DSP),
miakopunuH-2 (PKP2), necmorneus-2 (DSG2), kaxIplii U3 KOTOPBIX KOIUPYET
OCNIKOBBI ~ KOMIIOHEHT JIECMOCOM, BBICOKOOPTaHHM30BaHHBIX  MEMOpPAHHBIX
CTPYKTYp KJETKH, KOTOpble OOECHeUYMBAIOT MOAJAEPKAHUE CTPYKTYPHBIX H
(YyHKUMOHANBHBIX ~ KOHTAaKTOB  MEXAY COCEAHMMHM  KieTkaMu. Hepeako
ormeyvatorcst puzHaku HM [138]. CxonHast MyTanus TeHa JeCMOCOMHOIo Oelka
IJIaKOrJI00MHAa  BbI3bIBaeT  Oose3Hb ~ Hakcoca ¢ mperMyLIECTBEHHO
npaBoxenynoukooi KMII w kinuHHYecKWe TNpPU3HAKW, COBHAJAOIIHME C
cunapomom Kapsaxans [139].

B Hacrosimiee BpeMsi CUMTAETCs, YTO TaKuMe MOBpE)Iaromue (GakTopbl Kak
ayTOMMMYHHOE 3a00JieBaHHME, BUpPYCHas WH(EKUUsS WIM TOKCUYECKUE AareHTHI,
MOTYT OBITh TpHUITEpamMu Je0r0Ta 3a00JEBaHUS Yy YEIOBEKa C HMMEIOIIMMUCS
MyTalUsIMUA B TF€HaX, KOAUPYIOIUX OEIKM MHOKap/a, YTO OTPaKaeT CIOXKHYIO U

MOJIMATUOJIOTHYHYIO MPpUpoy aunatanuoHHoro genoruna KMIT [64].

1.4. KunHuyeckass KapTHHA NPU AMIATAIUOHHOM (peHOTHIIE
KapAHOMMOINIATHH Y JAeTeH.
IIpu aunaraunonHom ¢enotune KMII noBpexaeHue uinum HeaaeKBaTHas
paboTa MHOKapJa BbI3BIBAIOT HApYyLIEHUE €ro COKPAaTUTEIbHON (QYHKLHUH,

pacIlIMpeHrue KaMep cepilla U MUTPaJIbHYIO0 HEIOCTATOYHOCTh, YTO CIIOCOOCTBYET
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JaJbHENIIEMY PEMOAECIUPOBAHUIO JIEBOTO KEMyAouka [33], KpoMe TOro, MOXET
HaOMIOAAaThCSl M IMPABOXKEIYJOYKOBas AMCPYHKUUA, emie Oousbllie OTsArouas
teyeHue Oose3nu [99]. V3MeHeHHMs] TeMOJWHAMUKH BEIyT K JUCPEryJsluuu
HEHPOIHJOKPUHHBIX CHCTEM: CTUMYJALMH CUMIATO-apEHAJIOBOM  CHUCTEMBI
(CAC), axTuBanmuu pEHUH-AaHTHOTEH3UH-aIbA0CTepOoHOBOM cuctemnl (PAAC),
BBICBOOOJKJICHUIO Ba30IPECCHMHA C LIEJbI0 BOCIHOJHEHHS aJEKBATHOIO O0BbEMa
KpOBOOOpAIIeHUs] ¥ MHOJJEPKaHHUsI KPOBSHOTO JAaBieHHs. J(aHHbIE MEXaHU3MBI,
ABJISISICH  OJIATONPUATHBIMU B TE€UEHUE KOPOTKOTO BPEMEHM, IMpHU JalbHEHIIen
TUINEPAKTUBALMUA BEIyT K YCYIyOJICHHIO PpPEMOJEIMPOBAHUIO MHOKapaa |
YXYILIEHUIO CEPACUHON (PyHKIMHU, 4TO TpuBOAUT K kinuHuKe CH [132].

I[To nganueiM Towbin ¢ coarBopamu 71% getedt ¢ JUiIaTaliMOHHBIM
denotunnom KMII umeror npusznaku CH B ne6rote 3a001€BaHus, XOTS 4acTOTa UX
BBISIBJICHUSA Y JA€TE€H CUJIBHO BapbUPYET B 3aBUCUMOCTHU OT 3TUOJIOTUU 3a00JI€BaHUS
(Tabauma 3)[169].

Tabnuya 3. Pacnpocmpanennocms cumnmomos CH 6 O0ebrome 3abonesanusi npu

paznuunou smuonoeuu KMII ¢ ounamayuonnvim ¢henomunom

[Tpuunna KMIT CH B ne6rote 3ab6oneBanus (%)
Nnuomatnueckas KMII 74
Muoxkapaut 84
Helipombliieunsle 3a001€BaHus 35
Hacnencrennas KMII 53
Bpoxnennsie 6051e3H1 0OMeHa 60
Cunapombl Manbpopmanuit 67

B perpocnextuBHOM wucciaenoBanuu cpeau  gerer  Ilopryrammm ¢
munatanuoHHbiM (enotunom KMII, muarnoctupoannoit B 2005-2012 romax,
BBISIBJIICHO, YTO B JcOr0Te 3a00iieBanus KiumHHdeckue cumnrToMel CH oTmeuanuce
y 83,6% mnamuenrtoB, 44,3% nanueHTa HaXOOWJIUCh B OTIACICHUM HHTEHCUBHOU
Tepanuu, MpU ITOM BO3PACT MNAIMEHTOB, MOTPEOOBABIIMX TOCHHUTAIU3ALNN B
OT/ICJICHME WHTCHCUBHOW Tepamuu ObUT CYIIECTBEHHO MEHBIIe, YeM BO3pacT
MAIMEHTOB, TOCIUTAJIU3UPOBAHHBIX B OTHACJICHUE KapAUOJOTHH, COCTaBUB 21
MecsI u 63,7 mecsiia, cootBeTcTBeHHO (p=0,009) [105].

Crout ormeTutb, yTo cumnToMbl CH y nereit 4acto MOTyT OBITh pacL€HEHBI
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neauaTpaMu Kak Japyrue 0ojiee 4acTo BCTpedaroliuecs 3a00JIeBaHMs JIETCKOrO
BO3pacTa, HalpHuMep, OpOHXHAJIbHASI ACTMAa WJIM TacTpOodHTEpHUT [ 144].

OcHoBHbiMM  xanobamu mnpu CH  sBiusioTcs  onbliika, ci1aboCTh,
YTOMJIIEMOCTb, Kalleslb, 00JM B OOJAcCTH >KMBOTA, TOIIHOTA, pBOTA. Y JeTel
IpyAHOrO0 BoO3pacTa Haumbojee YacTO OTMEYAIoTCAd OJblllIKa, MOTIUBOCTH,
IIpeEpBIBaHNE NPYU KOPMIICHHH, 3a1epKKa pocTa [132].

[Ipn ¢usukanbHOM OOCIEAOBAaHMM 4Yalle BCETO BBIABISIIOTCA 3aJ€piKKa
pocTa, BbIOYXaHHUE JIEBOW IMIOJOBUHBI TPYAHOM KJIETKH, PACIIMPEHUE TpaHUIl
cepaua Ipu NEPKYCCUHU, TAXUIIHOD W JHMCIIHOD, TaXUKapAWs, NPUTIYLIEHHOCTb
TOHOB CEepAla, CUCTOJMYECKUHA IIyM NPH ayCKYyJbTAllMM Ha BEPXYILIKE CEPALA,
renatomeranusi. MeHee 4acTbIMM CUMIITOMAMHU SIBIISIFOTCS MEpUPEPUIECKUE OTEKH,
acuut, HaOyxaHue BeH mieu [132].

TpaauimoHHbIE METOABl KIMHUYECKOTO OOCIIeIOBaHMS, TakKUe Kak
pentrenorpadgus u OKI', yacTo momMoraroT BIEpBBIE 3aMO0JI03PUTH CEPIACUHYIO
narojioruto. Ha peHTreHorpamMMe OpraHoB TpPYJHOM KJIETKH BbISABISIOTCS
yYBEIMYECHHAs] TEHb CepAlla, Takke olpamaer Ha ce0sd BHUMAHUE YCUIICHHBIN
JETOYHBIA PHUCYHOK, B caydae Tskenmon CH — mpu3Hakm oOTeka JIeTKUX,
IJIEBpaJILHOTO BhINOTA [ 132].

Cuwnraercs, uro OKI' He BBISBISIET MATOrHOMOHHUYHBIX CHMITOMOB IIpHU
nunatanuoHHoM ¢enotune KMII, kak npaBuiao, u3MeHEHUs] HecnenuUYHBbL:
YacTO MPHUCYTCTBYIOT TMPHU3HAKH TEPErpy3KH U TUNEPTPOPUU KEITYTOUKOB,
MpEJICEPINil, HEPEAKO BBISABIIAIOTCS HAPYUIEHUS PUTMa CEpJla U MPOBOAUMOCTH
[119, 132]. Tem He MeHee, B HacTosIiee BpeMsl Oojiee Tri1yOOKoe H3ydeHUE
Koppensinuid reHotuna u (QeHoTtuna npu auiaataniioHHoMm ¢enotune KMII
BbIsiBIIsIeT cnenupuueckue narrepHsl DKIT u "kpacHbie daaru", mo3Bosstonme
3aMo03pUTh KOHKPETHBIE T€HETUYECKHE U TPHOOpeTEHHBIE (POpMBI [62].

OxoKI sBasieTcs Haubosee MUPOKO PacCHpPOCTPAHEHHBIM, HEJOPOTHM, YaCTO
MCNOJIb3yeMbIM MeTOosIoM i auarHoctuku KMII. JlanHblid MeToa uccienoBaHus
MO3BOJISIET OBICTPO MOJYYUTh JaHHbIE 00 AHATOMHYECKON CTPYKType cepiua,

o0BeMax KaMCp cepana, TOIMHUHE MUOKapJa, OHCHUTb CUCTOJ0-ANACTOJINYCCKYIO
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(yHKUMIO ~ cepAla, ONpeAeNuTbh  CTENeHb  BBIPAKEHHOCTH  KJIamaHHOU
HEJIOCTaTOYHOCTH, KOCBEHHO HW3MEPUTH MAABJIEHHWE B JIETOYHOW apTEPUH, YTO
ABJISIETCS  NEPBOCTEIIEHHBIM JUIl TMOCTAHOBKM JMAarHo3a W OINpeleeHUs
nanpHenmen Ttaktuku Tepanuu  [131]. Ilo gaHHBIM  PETPOCIEKTUBHOIO
ucciaenoBanuss Miranda ¢ coaBTOpamu cpennsass OB JDK y npereir c
nunatanuoHHbiM (¢enotunom KMII B nebiote 3aboneBanusi coctaBuia 32%, y
37,7% mnauuentoB ®B Oba wumxke 30%, y 39,3% mnamnuentoB 3Hauenue OB
Haxoawiock B mpeaenax 30-50%, y 8% mnauuentoB ®B Obina Gonbiie 50%.
[TanyreHThl, NEPBOHAYAIBHO TOCHUTAIU3UPOBAHHBIE B OTHAEICHHE WHTECHCUBHOU
TEepanuy, UMEIM XYyJIIMe T0Ka3aTelu COKpaTuTenbHOW crnocobHoctu JIK
(cpennee 3nauenne OB JIXK B aToit rpynme cocraBuio 24%, p=0,026) [105].
Cpenn 1a00paTOPHBIX METOJIOB JIMArHOCTUKU HauOOJIBIIYIO
JUArHOCTUYECKYIO IIEHHOCTh IPEACTABIAET HATPUMYPETUYECKUH  IENTHI,
MO3BOJISFOIIUN 00BEKTUBHO OLICHUTH TSKECTh XCH. Mo3srosoiu
HaTpuilypetnueckuid nentun (BNP) mnponyuumpyercs kineTkamu MHOKap[a,
BBICBOOOKJAsiICh B KPOBOTOK B OTBET Ha PA3JIMYHbIE CTPECCOPHBIE areHThbI IS
ceplia, BKJIIOYAIOUIUME NEPErpy3Ky JEBOTO KeIyJouka OOBEMOM U JaBICHUEM
[112]. DToT Mapkep JIeTKO TMO3BOJSET MPOBOJAUTH AU epeHITnaATbHYIO
JUArHOCTUKY MEXKIy OJBIIIKON KapJIHAJIBHOTO M pecnuparopHoro rexesa [21,17].
NT-proBNP SIBJISIETCSA N-KOHLEBBIM dbparmeHToM MO3IrOBOI'0
HaTPUIypETUYECKOTO MENTH/IA, U 3HAYUTEIbHO 00Jiee YCTOMYMUB B KPOBOTOKE, YEM
HEMOCPEACTBEHHOI'0 MO3TOBOM HATPUUYPETHUUYECKUM IENTUI, €TI0 COACPKAHUE B
CBIBOPOTKE KPOBH IPSIMO KOPPEIUPYET C TSKECTHIO KIMHUYECKHUX NPOSBICHUN U
CTaJAMel HEeIOCTAaTOYHOCTH KPOBOOOpAILlEHUS Yy JETei, YTO MO3BOJISIET €ro
HCIIOJB30BaTh B KAyeCTBE JOIMOJIHUTEIBHOIO JHArHOCTUYECKOTrO MapKepa s
OLICHKH CTaJluu HEJIOCTATOYHOCTH KPOBOOOpAIIICHUS [16,119,87].
MHOrouHCIIEHHBIE ~ HCCIIEIOBAHMS  MNOATBEPAWIA  3HAYUMMOCTH  MO3TOBOTO
HaTPUIypETUYECKOTO MEeNTHIAa KaK MPEAUKTOPa HEOOXOAUMOCTH TPACHILJIAHTALIUU
cepaua 00 HCIOIb30BAHUS MEXAHUYECKON LUPKYIATOPHON MONAECPKKH, TaK U

cmeptu y aeteit u B3pocibix ¢ XCH [180]. B 2010 roagy Rusconi P.G. u coaBTopsl
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[IPOAHAIIM3UPOBAIN CBA3b CBHIBOPOTOYHOro ypoBHA NT-proBNP u mapamerpos
cucronnuecko ¢yHkiuu u pemojaenupoBanus JDK y gereit ¢ cepaeunoi
HEJIOCTaTOYHOCTBIO. BbIABIEHO, yTO moBhIIeHUs YpoBHSI NT-proBNP B 10 pa3
cea3ano (p<0,01) co cumxennem ®B nHa 9,8%, 3,25-kpaTHbIM yMeHblIeHUEM DY
JDK, yBenmmuennem KJIP JDK B 1,53 paza u yBenmuenuem KCP JIK B 2,64 pa3za.
VYposenb NT-proBNP >1000 nr/man c¢ 95% uyBctBUTENbHOCTBIO U 80%

cnenupuyHOCThIO yKaszbiBaa Ha [II-IV ®K XCH [149].

1.5. MeaukamMeHTO3Hasl Tepanus XPOHUYECKOM cepaedHoi
HEIO0CTATOYHOCTH y AeTeH ¢ AMJIATAMOHHBIM (EeHOTHIIOM
KapaAMOMHUOIIATHH.

Tepanust npu aunaraunonHoMm ¢enotune KMII y gereit ¢pokycupyerca Ha
yMEHbLIEHUU BblpaxkeHHOCTH cuMnTomMoB XCH wu mpoduiaktuke koseOaHun
FeMOJAMHAMHUKHN, KOTOPBIE MOTYT CHPOBOLIMPOBATH YXYALIEHUE CUMIITOMATHKH.
OOyueHue MalueHToB U UX POJUTENEH, PETyJIsIpHbIE KOHTPOJIbHBIE 00CIe0BaHuS,
coOJI0/IeHne KOMIUIaileHca B OTHOIIEHMM MEIUWKAMEHTO3HOW Tepamuu KpaiiHe
BAJKHBI JUIS1 TOAJIEPKAHMS XOPOIIET0 KIIMHUYECKOTo craryca [132].

Hens Tepanuu npu XCH — mnpepBarb naTopu3MOIOrMYECKUN OTBET
OpraHu3Ma, 3aKiroyvaromuiics B HeWporymopaneHou aktuBaunu PAAC u CAC,
YTO NPUBOAUT K Ba30KOHCTPUKIIMM, 3aI€PKKE HATPUS U KUJIKOCTH IOUYKAMH, a TaK
XK€ K runeprpopud MHUOLMTA, JWJIATallUM U nocienayromeMmy  ¢Gudposy
(peMoaenupoBaHUI0 MHOKap/ia), 3amyckas MOPOYHBIM KPYr, MPUBOJAUIMN K elle
Oonbiiemy Hapactanuto Tsokectu CH [3].

TepaneBrnueckue pexkomenpanuu s Jjgedenns CH B menmarpunm
0a3upyroTCs Ha PU3HOJIOTUYECKUX U (PapMAKOIOTHYECKUX MOCTYJaTaX, IPUHITHIX
B TEpamuu B3pOCIbIX NAIUEHTOB, MOJYYEHHbIX Ha OOJBIIOM KOJUYECTBE
MYJIbTULEHTPOBBIX PAaHIOMHU3UPOBAHHBIX HCCIEIOBAHUN PA3IUYHBIX TPYIIII
npenapatoB, Bkiovaromux uHruoutopsl MAIID, BAb, AMKP, auyperuxu,

CepAeUHbIE IITUKO3U1bl, MHOTpoOIbI [ 177, 133].
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IIo manneiM meauatpudeckoro peructpa KMII CIIA 84% mnanneHTOB C
aunataiuMoHHbM - peHotunoMm KMII nonydanu Tepanuio, HampaBlICHHYIO Ha
koppekuuto cumnromoB XCH, cpeaum neredt, wumerommx Il u  Oonee
¢ynkunonanbHbiid kitacc XCH nannas mudpa cocrasisger 93% [68].

[lo naHHBIM PETPOCIEKTUBHOIO UccienoBanus Miranda ¢ coaBTopamu, rpu
noctaHoBke auarHoza KMII ¢ gunaranuoHHbM ¢GeHoTUnoM 82% NanueHTOB
HY)XJanuch B auyperudeckod Ttepanuu, 80,3% mnanuMeHToOB OblIa Ha3HayeHa
tepanus uHruontopamu MAII®, 72,1% nanueHTOB — aHTUArperaHTHas Tepamnus.
B HasHaueHMM MHOTPONHON IOIAIAEPKKHU U AHTUAPUTMUYECKOM Tepamnuu
Hyxaanmuchk 29,5% nereit. Tepanust BAb Obuta Haznauena B 18% cnyuaes, B 1,6%
CJIy4aeB JIETU MOJYYaJIM AHTArOHUCTHI KaJlbIIMEBBIX KaHAMOB [105].

OnHoll W3 BaKHEWIIMX TIpymnn mpenaparoB B JyedeHud XCH sBisrorces
uAIID, topmozsmue aktuBanuio PAAC u mo mexaHusmy oOpaTHOM CBS3U
unruoupyromue akruBanuo CAC [3]. bonblioe KoMM4eCTBO UCCIAEA0OBaHUIN cpen
B3pOCJBIX MALMEHTOB JOKa3alo 0e3ycioBHYIO 3@ dekTuBHOCTh HAIID B Tepanuu
XCH, cHMX€HME 4YacTOThl NMOBTOPHBIX TOCIMUTAIM3ALMU W JIETAJBbHBIX HCXOJOB
[37, 41, 130]. AnanorununbiM HAII®D neiicTBueM 0051a1al0T MpenapaThl U3 TPYMHIIbI
aHTaroHUCTOB penienTopoB anruoreHzunHa Il (APA), koTopsie MOTYT IPUMEHSATHCS
pu HenepeHocumocTh HATID.

B nmerckoit rpynne mnanueHtoB ¢ XCH npoBOIMIIOCE  HECKOJBKO
UCCJEeI0BAaHUM Ha TeMy reMmoauHamuueckux 3¢g¢exktoB MAIID y nereir ¢ neBo-
NpaBbIMU  IIYHTaMH  NPEUMYLIECTBEHHO  HaOIIOAATEeNIbHOIO  XapakTepa,
MIPOJIEMOHCTPUPOBABIINX MOJOKUTENBHBIN dpPextT nAIID Ha Habop Macchl Tena,
YMEHBIICHUE OJBIIIKA U BEDKMBaHUE B TeueHue 2-x net [94, 107, 151, 155, 162].

Cpenu nerelt ¢ anTpanukianHoBoit KMII otmedeH nonoxutenbHbid 3G deKT
Tepanuu >3HajanpwioM B oTHouieHuu QyHkuuu JDK [96, 159]. VYcranosnena
s¢dextuBHOCT, MAIID mepunAoNnpuiIa y MAalUEHTOB C MBIIIEYHON AMCTpoduen
JltonieHHa B OTHOLIEHUM Je00Ta W MPOTrPEecCUpOBaHUS TUCHYHKIHMH JIEBOTO
xenmygouka [52]. B HacTosiiee BpeMsi B COOTBETCTBUU KakK C 3apyOEKHBIMU, TaK U

C OTCUYCCTBCHHBIMHU KIMHUYCCKUMU PCKOMCHIAAIHUAMU I10 JICHCHUIO CGpI[C‘IHOfI
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HEIOCTATOYHOCTH Yy Jered MAIID pekoMeHAOBaHbI K NMPUMEHEHUIO Yy JETEH ¢
CEpAECYHONM  HENOCTAaTOYHOCTBID UM JIEBOXKEIYAOYKOBOW  CUCTOJIHUYECKOU
muchynkuuei [7, 48, 91, 101, 142].

BAbB ynyumaroT QpyHKIHUIO cepa, CHUKAIOT MPSIMON TOKCHYECKHI 3P (DHeKT
HOpaJApCHAINHA, YMEHBIIIAIOT 4acToTy cepiaeunbix cokpamenuit (UCC), yamunss
Ipyd O3TOM JIMACTONY, OKa3bIBalOT aHTUAPUTMUYECKUUA IP(DEKT, CIOCOOHBI
MpeaoTBpallaTh PEMOJCIUPOBAHUE M JHACTOIMYECKYIO0 IUCHYHKLIHIO JIEBOTO
xKenynouka [3]. MHOTOYMCIEHHBIE HCCIEIOBAHUS BO B3POCION MOIYJISLIUN
nokazanu ymenbpuieHue cumntomoB XCH u ynydineHue BBIKUBAEMOCTH Ha (hoHe
tepanuu BADB, Takum o0pa3oM Ux NpUMEHEHUE NoKa3aHo BceM nanuentaM ¢ XCH
[4, 11, 130].

B ucciaegoBanuu Azeka c coaBropamu npumeHenue BADB kapeeawnona y
nereit (n=22) c¢ Tsokeno XCH u Huskoit ®B (<30%) mokazaio BBICOKYIO
3¢ ()EeKTUBHOCTH JAaHHOTO Ipenapara B NpeJOTBPAILEHUH JIETaIbHOI0 UCX0a 100
TC, ynydmasg COKpaTUTENbHYIO CHOCOOHOCTh CepAua U KIMHUYECKUU CTaTycC
nanueHToB [29]. [lonoOHbIe pe3yabTaThl ObUIM MOJYYEHBI U B APYTUX HEOONBIINX
HEKOHTPOJIMPYEMBIX HCCIIEIOBAHUAX Ha MAaJEHbKUX TIpYyIIax NeAUaTpUYECKHX
nanuenToB ¢ XCH [56, 116].

Tem He MeHee, MyJIbTHIEHTPOBOE CJIENOE IIaLEe00-KOHTPOIHPYEMOE
uccnenoBanne bADB kapBenunona cpeau aereil u moapoctkoB  (n=161) He
MOKa3aJI0 3HAYMMOI'O YIIYUIICHHsS] KJIMHUYECKOTO CTaTyca MalMeHTOB (HECMOTPS
Ha yayumienne OB mno pganneiM  OxoKI'), 4to, oaHako, OBUIO CBSI3aHO
HCCIIEIOBATENIMU C BKJIIOYEHHUEM B HCCICIOBAHHME ITAMEHTOB C CHUCTEMHBIM
MIPaBbIM >KEJy0YKOM U €MHCTBEHHBIM JKEJIyJ0YKOM CEp/lla, a TAK)KE BO3MOKHON
HEONTUMAJIBHOM JO3UPOBKOM U YACTOTOM puema npemnapara [154].

B 2013 romy ObuUIO HpPOBENEHO €Il€ OJHO MYJBTHULEHTPOBOE IuIaledo-
KOHTPOJIMPYEMOE HCcleqoBaHue Kapeaunona cpeau jnereit ¢ XCH npu
munatanonHoM ¢enotune KMII (n=89), mpoaemMoHCTpupoBaBIee 3HAYUMOE
ynydmienne nokasarened OXO-KI', cHwxkenue ypoBHa NT-proBNP 51

yMEHbIIIEHUE KIuHnYeckux cuMntoMoB XCH B skcniepumenTansHOl rpynmne [73].
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Henasuue HCCIIEI0BAaHUSA bAB B IIEIUATPUYECKON IIOITYJISA LAY
MPOJIEMOHCTPUPOBATIN TMOJOKUTEIbHBIA 3(PQPEKT 3TOM TIpyIIbl MpenapaToB y
MAlMEHTOB C HAPYIICHUEM CUCTOINYECKON (DYHKIIUM JIEBOTO XKelyouka [75].

Jlo cux mop B JETCKOW KapAUOJIOTUM OTCYTCTBYIOT YETKHE AITOPUTMBI,
Kacapomecss meroauku HasHaueHuss MAIID® u BAb  u jgocTtwkeHus ux
ONTHUMAJIbHOM /103bl, B CBSI3U C YEM BpauyMl 4YaCTO HEOOOCHOBAHHO OTKa3bIBAIOTCS
OT UX IPUMEHEHMUS, ONacasiCh BOSHUKHOBEHUS MOOOYHBIX 3(PPEKTOB.

B meronnueckux pekomenpauusax no jedeHuto XCH y nmereit msnoxkena
TakTUKa Ha3HauyeHUs UAIID ¢ oyeHb Manou 1036l C MEJIEHHBIM €€ TUTPOBAHUEM
10 TEPANEBTHUYECKOM, IPU 3TOM MOBBILIEHUE O3Bl MpErapara NPOUCXOAUT pa3 B
HEJENI0 NPHU XOpOIIEM CAMOYYBCTBUM MALMEHTa W OTCYTCTBUU MMOOOYHBIX
peakiuii. CTOMT OTMETUTb, YTO TMpPU JAHHOM TAaKTUKE HAa3HAYECHUs
TEpANEeBTUYECKONW 03Bl IIpenapaTa yAaeTcsl AOCTUYb JIMIIb CITyCTS MECSL WIIU
Oosee, ¥ TMIIb 3aT€M BO3MOKHO MPUCTYNUTh K Ha3HaueHnto bAB no ananornynoit
cxeme [3].

B 3apyOexHoit nuteparype omnucaH cnoco0 HazHaueHuss UAIID,
3aKJII0YAOIMics B OBICTPOM THUTPOBAaHUM Npemnapara ¢ HadaabHOM a03b1 0,1
MI/KT/TiprieM, d4epe3 8 YacoB mNanueHT noiydaer npo3y 0,2 Mr/kr/cyt, Ha
CIEQYIOIMI JeHb J03a Mpernapara B YTpeHHUW npueM ysenumuupaercs go 0,4
MI/KT, €llle yepe3 8 4yacoB MmamueHT nosyyaer no3y 0,8 mr/kr, ¢ 3 nHs npuema
MAalMEHT MOJydYaeT TepaneBTHUECKyl0 103y | MI/Kr/mpueM, TakuM oO0pa3om,
cytouHast go3a cocrtabisieT 3 wmr/kr/cyt [143]. K coxaneHuro, B JOCTYyIHOMN
3apyOexHOM TUTEpaType OTCYTCTBYET HH(popMalus o TakTuke Ha3HaueHus: BAB.

[Ipumenenne AMKP npu XCH sBisieTcss yCTaHOBIEHHOM NPAKTUKON B
JEYEHUH B3pOCIbIX MalnueHToB. BnepBeie B wuccienoBanun RALES 0Obuio
MOKa3aHo, 4to fgob6asneHue k 6azoBoil tepanuu (MAII® + BAB) cnupononaktona
MO3BOJISIET CHU3UTh PUCK CMEpTHOCTH A0 27% [53]. KnuHuveckue ucnbITaHUA
BbICOKOCENIEKTUBHOTO AMKP smiepeHoHa IPOIEMOHCTPUPOBAIA €r0 BBICOKYIO
3(()EKTUBHOCT, B CHUKEHUU YACTOThl MOBTOPHBIX TOCMUTAIM3aLUNA B CBSI3U C

JNEKOMIIEHCAIMEW  COCTOSIHHS,  yMEHBIIEHWM  CMEPTHOCTH,  YJIYYIIEHUU
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COKpAaTUTEJIbHOM CIIOCOOHOCTH MHUOKapAa y B3pocibix mnanueHtoB ¢ XCH, B
COYETAaHWU C MEHBIIUM KOJHWYECTBOM NOOOYHBIX 3(P(HEKTOB B CpPaBHEHUU CO
cniupoHosiakToHoM [111,183]. Baxubim cBoiictBom AMKP sBnsiercst cniocoOHOCTh
CHUXXaTh BBIPAXKEHHOCTHh (puOpo3a Muokapa [32, 128].

B nenmarpuueckoil NpPAKTUKE MCCIEAOBaHUS KacaTEIbHO NPUMEHEHHUS
AMKP npu XCH He npoBOOWINCH, TEM HE MEHEE, COrJAaCHO KaHAaJCKUM
KJIIMHUYECKUM PEKOMEHALMIM, BKIIIOUEHHE CIIMPOHOJIAKTOHA B 0a30BYIO TEPAMMIO
XCH y onerei sBiseTcs ONpPaBAaHHBIM IIPU  OTCYTCTBUH YMEHBIICHUS
PEMOJEIUPOBAHUS MHUOKApJAa M COXPAHAIOUIEMCS CHWKEHHM KEIYJIOYKOBOU
KOHTPaKTUIbHOCTH Ha QoHe Tepanuu UAIID u BAD [48].

N3yuyenue 3¢p(HEeKTUBHOCTH UIOKCHMHA Yy B3pOCibIX HanueHToB B 80-90x
rogax 20 Beka MOKa3alno, YTO [JaHHBIA IpenapaTr IO3BOJISIET YIY4YLIUTh
remoauHaMuKy mipu 3actonHon CH, mnossimas ®B JIDK, cokpatuthe 4acTtory
TOCMUTAIU3ALMKI U YIyUIIATh TOJIEPAHTHOCTD K (PU3UUECKON Harpy3ke U KauecTBO
KU3HU [AllMEHTOB, IpU OTOM HE yiuy4dmas BbeDKMBaeMocth [181, 67]. B
uccienoBannn 3062 B3pociubix namueHToB ¢ XCH co cHuxkenHont OB
MPUMEHEHUE JUIOKCMHA OBLUIO CBA3aHO CO 3HAYUTEIBHO MEHBIIMM PUCKOM
nmoBTOpHOM rocnutanuzamnuu yepes 30 nueit (OLL 0,74; 95% U 0,59-0,93), 1 ron
(o1 0,81; 95% AU 0,72-0,92) u 6 ner (OIU 0,90; 95% AN 0,81-0,99) [137].
Takum 0Opa3om, COrJIacHO €BPONEHCKUM PEKOMEHIALUAM, TUTOKCUH MOXET OBITh
Ha3HayeH mnanueHtam c cumnromamu XCH u Qubpwinaunueit npeacepauii, a
TaKXe NalUeHTaM C CUHYCOBBIM puTMoM Iipu @PB<35% [130].

B nerckoil kapAMOJOTMU CYIIECTBYIOT JMIIb KIMHUYECKHE HaOMIOICHUS,
neMoHcTpupytone 3¢hdextuBHOCTh, aAurokcuHa y gered ¢ XCH (ymyuinenue
COKPaTUMOCTH  MHOKAapJa, CHWKEHHE HEHUPOTyMOPAJIBHOW  aKTHBAUUA —
MOHM)KEHUE YpOBHs KaTrexonamMuHOoB M akTtuBHOocTH PAAC), 4to mnosBosser
CUMTATh HA3HAYEHUE HHU3KHUX J103 JIUTOKCHMHA MAaTOr€HETHYECKH OOOCHOBAaHHBIM y
neteid ¢ cucroamdeckoit XCH, B coueranum ¢ HazHaueHueM HAIID, BAb u
IUypETUKOB [3, 142].

JInypeTUKH WrparoT KIIOYEBYIO poiab B JedeHud 3actoiHon CH,
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oOecreunBas 00bEMHYIO pa3rpy3Ky cep/la, yCTpaHeHHEe nepudepruyecKux OTEKOB,
yayuiieHne (yHKIMOHAIBHOTO COCTOSIHUSI BHYTPEHHUX OPraHOB, CHUXEHUE
JaBJICHUS B MaJOM Kpyre KpoBOOOpalleHHs, YTO OOECeunBAET YMEHBLIECHUE
TUMIOKCUYECKUX SBJICHUHN 3a CUET YIYUILIECHUSI COCTOSIHUS MHUOKapJa U OOMEHHBIX
npoueccoB B opranuszme [3, 55]. KiuuHuueckne wucCCaenoBaHUsS MOYETOHHBIX
npenapatoB y B3pocibix marueHToB ¢ CH moxkazanu, yto oHU 3(PhEeKTUBHO
YCTPaAHSAIOT CHUMIITOMBI, CBSI3aHHBIE C 3aJCPKKOM JKUJIKOCTH IO MajoMy U
OOJIBIIIOMY KpPYTy KpOBOOOpAIEHHUSI, YIY4IlalOT TOJIEPAHTHOCTh K (PU3HMYECKOU
Harpy3Ke U CHMKAIOT PUCK JIETAIBHOTO ucxoa [55]. Ha ocHOBaHMM 3TUX JaHHBIX
1 OOJBIIOTO HAKOIUIEHHOTO KJIMHUYECKOTO OIbITAa MO MPUMEHEHUIO METIEBBIX
IUypeTuKoB y aeted, Kananckue nenuarpuueckue peKOMEHIAUU MO BEICHUIO
nanueHToB ¢ CH cuuTaroT 000CHOBaHHBIM NMpUMEHEHUE (QypoceMuna y JeTeu ¢
cumnromarndyeckor CH [48].

B uccnenoBanuu, npoBeaeHHOM cpeau 38 mauueHToB B Bo3pacte ot 0 go 3-
X JeT ¢ awinatanuoHHbIM (enotuniom KMII, mpoaemoHCTpupoBaHa BBICOKAs
s dextuBHOCT KOMIUIekcHOM Tepanuu XCH, BkitouaBmie HazHaueHue UAIID,
BAb u AMKP. Ilpum nocrymineHnn B KIMHUKY 82% IAIMEHTOB IOJIy4ald
MHOTPOIHYIO TEepaIuio, KOTopast Obljla BIOCIEICTBUA OTMEHEHA BCEM NAllMEHTaM,
95% mnanueHTOB MOJy4YaJld IUYPETHUYECKYIO TE€pamuio pypoceMUuaoM, K MOMEHTY
BBIMMCKY U3 CTaloHapa 28% ManueHToB yAaja0Ch OTMEHUTh TEPAIUIO METICBBIMU
muyperukamu. CpengHee BpeMs HaOMIOAECHMS 3a MallMeHTaMu COCTaBuio 16
MecsieB (2-80 mecsieB), BbDKMBAeMOCTh coctaBuia 97% um 86% B TedeHUe
MEPBOT0 rojila U B T€YEHHUE 5 JIET Mociie MOCTAaHOBKHU AMArHo3a, COOTBETCTBEHHO.
BprpKkuBIIME MALIMEHTHI TPOJAEMOHCTPUPOBAIIN CyllecTBEHHOE yayumenue OB JDK
(ot 19£11% 1o 46+16%), ymenniienue KJIP JDK (Z-score KJIP JIK ot 4,6£2,4 no
1,4+1,6), cauxenue conepxanus NT-proBNP B ceiBopoTke kpoBu (¢ 3330+£3840
no 171£825 nir/mn) [147].

B mnactosmee Bpemsi pa3palOaTbIBalOTCsl HOBBIE MpenapaThl AJs JICUECHUS
XCH, oaHuM wu3 HHX SBJSIETCI KOMOWHAIMs WHTUOWTOpa HENPWIM3UHA C

AHTarOHKMCTOM peLenTopoB anruoreHsuHa Il. Henpunnsun Asisgercs HENTpaabHOU
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SHAOMENTHUIA301, pa3pylIalouiell HAaTPUHypEeTUYECKHe MEeNTUIbl, OpaJuKUHUH U
aJpEHOMEYJUIMH, WHTMOMpoBaHHE €ro 3(Q(EKTOB MNPUBOJUT K YMEHBIIECHHUIO
BA30KOHCTPUKLMH, 3aJI€PKKH HATPUS U YMEHBIICHUIO PEMOJACIMPOBAHUS JIEBOTO
xenynouka. B uccnegoBannn PARADIGM HF cpeam B3pocnbIX MAanueHTOB ¢
XCH koMOuHauusg HMHrUOMTOpa HENPUIM3WHA M BaJcapTaHa CpPaBHUBAIACH C
UAIl® »sHamanpuiaoM, cCpead NAUUEHTOB, MOJIYYalOMUX KOMOMHUPOBAHHBIN
npenapar, ObUIO OTMEYEHO 3HAYUTEIbHOE CHH)KEHHE CMEPTHOCTH, pHCKa
rocnutanuzanuu BBUay oboctpenus CH, ynydmenue cumnromoB CH [20].
JlanHblii npenapaT TpeOyeT NadbHEHIIMX KIMHUYECKUX HCCIEIOBAHUNA Kak BO
B3POCJIOH, TaK U B IEAUATPUUYECKON MTPAKTUKE.

He TonbKO B pOCCUIICKOM, HO M B 3apyOE€>KHOM JIMTEPATYPE MMEETCS JIUIIb
HEOOJIBIIOE KOJMYECTBO MyOJMKALMI, TMOCBSIICHHBIX OLEHKE 3(P(EeKTUBHOCTH
menmkameHTo3Hon Tepamnn XCH npu qunarauponHom gpenorune KMII B pannem
JIETCKOM BO3pacTe, HE pa3pabOTaHbl YETKUE AJITOPUTMbI HA3HAUEHHWS U OTMEHBI
Pa3NIAYHBIX TPYNN MEAWKAMEHTO3HBIX INPENapaToB B 3aBUCUMOCTH OT CTEINCHU
CEpIEYHON HENOCTATOYHOCTU. B 1IeTCKoM KapAuOoiIoruu  NPAKTUYECKU HET
pekoMeHmaumi 1o TakTuke HazHaueHuss UWAII® u BAB u gocTukeHuro
ONTHUMAJIbHOM HMX JI03bI, YTO YacCTO MPUBOAUT K HEOOOCHOBAHHOMY OTKa3zy OT UX
NPUMEHEHUsI BCIIEJCTBUE OTCYTCTBUSL ONBITA NPUMEHEHHUS W/WIM ONaceHUs

BO3HUKHOBEHHUS MOOOYHBIX A(hPEKTOB.

1.6. CepaevyHasi peCHHXPOHU3UPYIOLIAS TePaNus y JeTeil.

Y nereit ¢ gunarauuoHHbIM (peHotunom KMII wyacto BeisIBAsIETCS
ACOHXpPOHHOE JBWXeHHe cTeHok JIDK BcineacTBue HapylIeHHs MPOBEACHUS
UMITyJIbCa IO MPOBOAAIIEH cucreMe MuoKapaa. JHMCCUHXpPOHHUS NPUBOIUT K
HapylieHHOMY pacciabnenuto creHok JIK, nanmomnenuio JDK B mmactony u
3aMeJICHHOMY BBIOPOCY KPOBHU B CHCTOJY, TAKUM O00pa3oM eIie 0oJibllie yXyias
ero pynkuuro [90, 115].

JUist yaydIieHus: 3JIEKTPOMEXaHUYEeCKOro NaTTepHa aKTUBAallMM MUOKapja B

Hacrosmee Bpemsa paocrynHa CPT, mnpoBeneHne KOTOpPOW 3aKIKOYaeTcs B
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UMIUIAaHTalMU TpexKkaMepHoro saekrpokapauoctumyistopa (OKC). Jlannas
METOJMKa, OyJyud XOpOIIO H3YYEHHOM U TMokKazaBiied 3PGEeKTUBHOCTh Y
MMAalMEHTOB BO B3pPOCJION IPAaKTHKE, BXOAWT B craHmaptel jedeHuss XCH Bo
B3pocion nomyJsinuu. [locne ycranoBku DKC oTmeuaercss oOpatHoe pa3BUTHE
JOK wu ynydmienune ero (QyHKIMHM, YTO CIOCOOCTBYET YMEHbILIECHHIO
¢ynkunonanbHoro knacca XCH u accounnpoBannoit ¢ XCH cwmeprHoctu [174,
50, 118]. CPT pexomeHnnoBaHa B3POCJIBIM  IAlMEHTaM, MOJIYYarOIINM
ONTHUMAJIbHYIO MEIUKAMEHTO3HY0 Tepanuto, ¢ PB<35%, nonHoi 61okanoi geBoit
Hoxku myuka ['uca (IIBJIHIIT) ¢ mumpokum kommiekcom QRS (>150 mc) u ®K
XCHII-IV [174, 156].

B nerckoit momymsimuu CPT wucnonb3yeTcss HEAOCTaTOYHO, OCOOEHHO Cpelu
nanueHToB ¢ KMII, s dextuBHOCTD Mpouenypsl u3ydanaach MPEUMYIIECTBEHHO Y
o6onpHbix ¢ BIIC. Ilo pe3yaprataM MeEXIyHapOJHOTO MHOIOLIEHTPOBOIO
ncclieIoBaHus, BKIovasiiero 103 mamuenTta B Bo3pacte OT 3 mecsaieB 10 19 mer 6
MecsueB, u3 Hux 73 maunumenta ¢ BIIC, 14 manueHTOB ¢ BpPOXIACHHOW MOJIHOU
aTPUOBEHTPUKYJIApHOU Osokanoi u 16 manuentoB ¢ KMII (u3 Hux 10 mamueHTOB
C JWIaTallMOHHBIM (eHotunoMm) mnocne npoeaeHuss CPT Obuio oTMEuYeHO
3HAUUTEIBPHOE YBEJIMYEHHE COKPATUTEIBHOM CIIOCOOHOCTHM MHUOKapHAa: CpEeaHss
®B 710 u nocne NpoBeeHNs PECUHXPOHU3UPYIOUIEH Tepanuu cocTaBuiu 26.2 +/-
11.6% u 39.9 +/- 14.8% cootBerctBeHHO (p < 0.05) [S51].

B nccnenoanne CPT Opu10 BIfoueHno 87 nmamuenToB manueHToB ¢ BIIC, 12
MalMeHTOB C TMOJHOM BPOXKJACHHOW AaTpUOBEHTPUKYJISIpHON Onokamou, 10
MalKeHToB ¢ auiaTtauuoHHbIM ¢enotuniom KMII, cpennunii Bo3pact coctaBuin 16,9
net (0,24-73,8). Ilocne mposeaenuss CPT Z-score KJIP JIXK ymenbmuics B
cpeanem Ha 1,1 (p<0,001), ®B JIXK yBenunumnacs B cpennem Ha 11,5 % (p<0.001),
ormeueHo ynyumenne @K XCH B cpeanem Ha 1 yposens (p<0,001). duaruos
neppuuHor KMII u Beicoknii @K CH B utore pacueHeHsl HCCIEI0BATEIAMHU KAK
npeaukTopbl HepocupuuMuuboctd K CPT [79]. BeposTHO, 3TO CBSI3aHO C TE€M, 4TO
3¢ (PEeKTUBHOCTh MpOLEAYPHl CIEAYeT OXHAAaTh JUIIb B TOM CIIy4yae, €ClIh Yy

nanuenTa BoisiBIsgeTcs [IBJIHIIT o OKI' u nponomxkuTenbHOCTh KoMILiekca QRS
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npespimaer 120 mc. CTOUT OTMETUTh, YTO CTENEHb BHYTPUKEITYIOYKOBOU
JUCCUHXPOHUU HEOOSA3aTENBHO KOPPEIUPYET C MPOAOIKUTENBHOCTBIO KOMIUIEKCA
QRS: Tak, mo manubiM uccienaoanus Friedberg ¢ coaBTBOpamu, BBISIBIEHO, YTO
66% mnanueHToB ¢ quiataiMoHHbIM (peHotunoM KMII ¢ BHyTpukedy104KOBOM
JUCCHUHXPOHUEN NMEIOT HOPMAJIbHYIO MPOJOJIKATENBHOCTh KoMILiekca QRS [65].

B mnacrosmee Bpemss npu aunataumoHHoMm ¢enorune KMII y nereit
MpEeUIOKEHbl MoKa3aHus K nposeneHuto CPT: ®@B<35%, mumpokuii KOMIUIEKC
QRS c¢ wmopdonorueit IIBJIHIIT, ®K CH II-IV mo NYHA [70, 79].
[IponomxurensHocTh KoMIUiekca QRS nmomxna coctaBisate 150 mc u Oonee (B
COOTBETCTBUM C OIyOJMKOBAaHHBIMU PEKOMEHJALMSIMU BO B3POCIOW IMPAKTHUKE)
[34, 156, 182], ognako y nereld mulaauiero Bo3pacTa IpH HaIU4YMH MOP(OJIOruu
MOJIHOM OJIoKajpl HOKEK Mydka ['mca mokazanuem Kk mnposeaenutro CPT moxer
OBITh U MEHbIIIAs MPOJOJKUTENBHOCTh KoMmIuiekca QRS [19]. Takke naHHbIN BU
J€YEHUs] MOXKET OBITh PEKOMEHJOBAH MAalKUEHTaM C BBILIECTIEPEYUCICHHBIMU
MTOKA3aHMUAMU U Y3KUM KoMIuiekcoM QRS, HyxmarommmMcst B 3amMeHe CTaporo Wi
nmiuiantanuu Hoporo DKC [19, 182].

J1o HacTOsIEro BpEMEHHU B TUTEPATYPE NPAKTUUECKU HE OBLIO MyOIHKaUH,
MOCBALIEHHBIX H3ydeHuto sp¢exktuBHocT CPT y nereld paHHero Bo3pacta ¢
aunataiMoHHbM - peHoTunom KMII, umeercs nuiie HeOOJbIIOE KOJIUYECTBO
CTaTeil ¢ OMMCaHUEM €IMHUYHBIX KIMHUYECKHUX CIIy4YaeB YCIEIIHOTO MPUMEHEHHUS
CPT y nerent nns neuennss XCH npu pemonenupoBannu JDK o qunataninoHHOMY

dbenotumny [42, 69].

1.7. Xupypruudeckoe jiedeHue MpH JWIATAMOHHOM (peHOTHIIE
KapAHOMMOINIATHH Y JAeTeH.

I[Ipu  gunarauponHoM  ¢genorune KMII  pa3Butue  MuTpasbHOU
HEJJIOCTATOYHOCTH OOYCJIOBJIIEHO HEMOJIHOM KoanTaluued CTBOPOK MHTPAIbHOIO
kinanana (MK), pasBuBaromieiics BcienctBue uzMeHeHHOM reomerpuun JIK u
MOCHEAYIOIIEM  HM3MEHEHuMM  crpoeHnms  anmapatra  MK.  BeipaxkeHHnas

HenoctarouHocth MK (HMK) accouunpoBana ¢ 6onee TsokenbiM TedeHuem KMIT
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U [0 pe3yibTaTaM HEKOTOPBIX MCCIEIOBAHUU SIBISIETCS HE3aBUCUMBIM (DAKTOPOM
pucka HeoOxomumoctu mpoBedeHus TC  [60, 124]. Xupypruueckue
BMemarenscTsa no mnoogy HMK MoryT yMeHBIIMTH [aBJIEHHME B JIEBOM
npeacepauu, oobeMuyto neperpysky JOK, yMeHbIINTD BbIPa)KEHHOCTh CUMIITOMOB
U crnocoOcTBOBaTh 00patHOMy pa3BuTuio pemozenupoBanus JDK. Koppekius
HMK npu nunataumonHom ¢penorune KMII y nereit MoxkeT paccMaTpuBaThCsl KaK
NaJUIMaTUBHAs — IMPOLEAYpa, MO3BOJAIOIMIAS  3aMEIJIMTh  MPOrPECCUPOBAHUE
3aboneBanus [176, 102, 71].

B perpocnextuBHOM wuccienoBanun Walsch ¢ coaBTopamu u3ydeHbl
ucTtopuu 00se3HU S5 nerer ¢ qunarairoHHbM GeHotunoM KMII nanonatnyeckoi
ATUOJIOTUM C MUTPAIBHOW PETYPrUTALUMENd OT CPEOHEN IO TSXKEIOW CTEICHHU,
KOTOphIM Oblia mpoBejeHa mactuka MK. B mocneonepanvionHom nepuojne y 4
IanueHToB oTMeueHO yMeHbuieHue BeipakeHHOCTH PK XCH no ®K I mo NYHA,
MUTPAJIBbHOM pEryprutanvu 10 | CTeneHH, COKpAalleHHWE pPa3MEPOB JIEBOTO
npeacepaus. OqaoMy nmanueHTy nposeneHa TC cmycts 4 Heenu nocie onepanuu
B CBA3M C HApacTalOUIEd  CEepACYHO-IBIXAaTEIbHOM  HEIOCTATOYHOCTBIO,
pedpakTepHoil K mpoBoAMMON Tepanuu. CTOUT OTMETUTh, YTO BCe 4 MalUEHTa
nocie ycnemHou mactukn MK mponmomkaroT moigydars MEIMKaMEHTO3HYHO
tepanuio XCH nAIl® u nnypernkamu, 3 u3 4 nanueHToB noiyvarot bADB [175].

AnprepHatuBoil miactuke MK mnpu HapylmieHMM CTPYKTYpbl CTBOPOK
aBisieTcs  ero nporesuposanue. lIporesmpoBanne MK  sBigercs  meHee
KEJNATeIbHOM TpOoLEaypod B CBS3M C TPYAHOCTAMHM MOA0Opa MpPOTE30B
aJeKBaTHOIO  pa3Mepa B  MEIUATPUUYECKOM NpPAKTUKE, MOTPEOHOCTH B
AHTUKOATYJSHTHOM Tepanmuu, HEOOXOAMMOCTH HOBTOPHOTO XUPYPIHUECKOTO
BMmemiatenbcTBa [173]. B uccnegosanun Okamoto ¢ coaBTropamu cpenu 49 nereit
(cpennuit Bo3pacT 2,4 rona, cpeaHuit Bec 9,7 Kr), mepeHeCHInx MpoTe3UpOBaHUE
MK, BbDKHBaeMocTh coctaBuna 89,5%, 84,2% u 80,7% uyepe3 5, 10 u 15 mer,
COOTBETCTBEHHO, B 19 ciywasx B cpenHeMm uepe3 5,9 ner ObLIO NPOBEIEHO
penpotesupoBanrie MK, eme 6 nersim u3 3tux 19 nmorpeboBanacek 2-s MOBTOpHAas

3amena MK B cpegnem uepes 8,9 roma mocne penpotesupoBanus. [Ipegukropom
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HEOOXOAMMOCTH 3aMeHbl MpoTe3a Obl1 ucXxoaHbli nuamerp MK menee 19 mm
[120]. B kpymHOM MyJIBTHLEHTPOBOM HccCienoBaHUU cpean 441 mnanueHra,
nepeHcmnx nporesnpoBanne MK B Bo3pacte 10 21 roga, My»KCKOHU IOJ, BO3pacT
MEHee 2 JIeT U HCIOJIb30BAHUE HENBYXCTBOPYATHIX IPOTE30B SBIUIMCH
(akTOopamu prucka HebJIaronpuaTHOro ucxona [76].

B uccnenoBanum, MocBsIIEHHOM aHANIU3y MCTOpuUil OosiesHu 61 pedeHka c
aunatauoHHbM penotunom KMII, xupypruudeckoe neuenne XCH npumensiock
B TpeX ciydasx: AByM nanueHTaMm Obln ycraHoBiieH DKC, y omHoro peOeHka B
kadyecTBe MocTa K TC MMIUTaHTUPOBAaH MCKYCCTBEHHBIN kKenynouek cepana [105].

VY namnuentoB ¢ HeOnaronpusTHeIM TeueHnemM KMII TC nepeako ocraercs
€IMHCTBEHHOM TEPANEBTUYECKOM OMNUMUEN, KOTOpas OJHAKO CONpPsDKEHA C
OOJBIIMMU TPYAHOCTSIMH, BKIIFOUAsl OTPAaHUYEHHOE KOJIMYECTBO JOHOPOB, BEAyIIee
K JUIMTENbHOMY BpeMeHM oxuaanus TC U CBA3aHHOM € 3TUM CMEPTHOCTH, OCTPOM
U XPOHMYECKOM peakuuu OTTOPKEHHS TpaHCIUIaHTaTa, MOTPeOHOCTh B
MO’KM3HEHHON HMMYHOCYNPECCUH, HEOOXOAUMOCTh peTpaHcimiaHTauuu [ 140,
161]. Heru, oxuparomme TC, mpakTHUECKHM BCErga HYXAAIOTCS B MACCHUBHOU
MEJIMKAaMEHTO3HOM TEpanuy, BKJIIOYAIOIIEH HWHOTPONHYIO MOAAECPKKY, YaCTO
TpeOyeTcs MexaHudeckas MOJAJepKKa JbIXaHUS U KPOBOOOpAILEHUS, YTO
ITOBBIIIAET PUCK OCIIOKHEHNW, CMEPTHOCTh B TEYEHNE BPEMEHU 0XKUIAHUA U MOCIIE
npoeeaeHus TC [158]. CornacHo npanHbIM peructpa HHTEpHAMOHAIBHOTO
O6mectBa Tpancruantanuu Cepana u Jlerkux (International Society for Heart
Lung Transplantation) B MiaaeHuYecKOM Bo3pacTe OCHOBHOM mpuunHOd TC
ciayxat BIIC, ognako 37% B none TC 3anumaet aunaraunonubiil penorun KMIL.
B Gonee crapuieit Bo3pacTHo# rpynie aunatauuoHHblii penotun KMII aBnsiercs
HauOonee yacThiM nokazanueM kK TC, coctaisis 43-53% penunuentoB TC [46].

Hepenko mnepen TC tpeOyeTcs HCMOIB30BAaHUE MEXAHUYECKUX CHUCTEM
BCIIOMOTaTEJIbHOTO KpOBOOOpaIleHHUS, TaKUX Kak UCIIOJIb30BaHUE
AKCTPAKOPHOPAIbHOM MEMOpPaHHOM OKCHUI€HAllMU, HCKYCCTBEHHOI'O >KEIyJI0YKa
cepamna. OKCTpakopropajibHasi MeMOpaHHasi  OKCUTeHalus  00ecleunBaeT

JIOCTaTOYHO  CTAOWJIbHYI0  LHMPKYJISITOPHYIO  TOJJIEPKKY,  OJHAKO  €ro
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UCIIOJIb30BAaHUE OrPAaHUYEHO BO BPEMEHM U aCCOLUMUPOBAHO C OOJBUIUM
KOJIMYECTBOM OCJIOKHEHHH, SIBJISAACH JOMOIHUTEIbHBIM (PAKTOPOM pHUCKa Kak Jo,
tak u nocie nposeaeHuss TC [161, 158]. MckyccTBeHHBIN XemyqodeK cepaila
ABJISIETCSI aJIbTEPHATUBHBIM CPEJICTBOM JJIsi OCYLIECTBJIEHUS OOjee IIUTENbHOU
MEXaHUYECKON  MOIIEPKKHM  KpOBOOOpAllleHHsT B  KayecTBE  «MoOCTa K
TpPaCIUIAHTALIMMY WM «MOCTa K BBI3JIOPOBJIEHUIO», OJHAKO HMX JOCTYIHOCTH B
MEINaTPUYECKOW TOMYJIALIMM OrpaHW4YeHa pa3sMepaMu ycrpoiictBa [45]. B
uccaenoBanuu Almond c¢ coaBropamu cpenu 204 nereld ¢ MMIUTAHTHPOBAHHBIM
UCKycCTBeHHbIM kemynoukoMm cepaua (Berlin EXCOR) B 2007-2010 romax
cpenHee BpeMs noanepkku coctaBwio 40 gHenn. Yepes 12 mecsues
BBDKMBAEMOCTh coctaBuiia 75%, cpemu kotopeix 64% mposenena TC, y 6%
MalMeHTOB OTMEYEHO BOCCTAaHOBJIEHUE cepJeyHol (GyHKIuu, y 5% mMmarueHToB

PO KEHA MEXaHUUeCcKas MoJepkKa KpoBooopamieHus [23].

1.8. MHcxoabl U MX NPEIUKTOPHI NPH JWIATALNOHHOM (peHOTHIIE
KapAHOMMOINIATHH Y JAeTeH.

[lo paHHBIM UcclenOBaHMM HMCXOJ 3a00fieBaHUST y TAIMEHTOB C
nunatanoHHbM penotunom KMII 3aBucut ot 3THOI0THM 3a00JI€BaHUSI, BO3pACTa
MMOCTAHOBKHU JMAarHo3a, dXO0KapJauorpapuyeckux MnapaMeTpoB U CTENEHU TIKECTU
CH B nebrote 3a0oneBanus [169].

MHOXeCTBO  HCCJIEIOBAaHUN  MOATBEPXIAeT, YTO Bo3pacT Jebrora
3a007€BaHUsl SIBIISIETCSI BaXXHBIM MPEIUKTOPOM MCXOJ1a, JEMOHCTpHUpYs Ooliee
3JI0KQY€CTBEHHOE TE€UeHUE OO0JIE3HM y JETeH CTapIIero IIKOJILHOIo Bo3pacta [8,
172, 39, 47, 171]. B uccnenoBanuu Lewis ¢ coaBTopamu (1999) cpenu 63 neteit ¢
nuarHo3oM uauomnarudeckas JKMII BeisiBieHO, 4TO CcpemHui BO3pacT IETEM,
BOCCTAHOBUBIIUX HOPMAJIbHYIO (YHKIIMIO JIEBOTO kKelyl04yka, Obul MeHbine (2.1
[+1.8]) B cpaBHEHMM CO CpeIHUM BO3pPacTOM JEeTed C COXPaHSIOIIUMCS
OTKJIOHEHUEM HXokapauorpaduueckux mapameTpoB (4.5 [£5.9]) [95]. Onmnako
HEKOTOpBIE HCCJIEOBaHUs MPOJAEMOHCTPUPOBAIM, YTO Je0I0T 3aboJjieBaHUs B

IpyadJHOM BO3paCTC TaKKC ABJISICTCSA He6J'IaFOHpI/ISITHBIM B IIPOrHOCTHYCCKOM
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oTHOWIeHMM. Tak, TpW aHamu3e pe3yiapTaroB JiedeHus 91 mnanmeHra ¢
nunatainoHHbiM ¢enotunom KMII (23 nmanmenta B Bo3pacte mo 1 roma, 53
pebenka ot 1 go 12 ner, 25 nmereit ot 12 no 18 ner) BbIsBIEHBI 2 BO3pACTHBIC
rpynmnbl pucka no TC/netanbHOMY UCXOAYy: I€TH B Bo3pacTe 70 | roja u netu B
Bo3pacte crapue 12 ner [171]. B nccienoBanun KIMHUYECKUX XapaKTEPUCTHK U
UCXOJIOB CpeAr NeANaTpPUYECKON MONYyJALMH NAalUEeHTOB C JUIATALIMOHHBIM
¢enoruniom KMII (n=184) ABcTpanuum Takke OTMEUYEHO OHMOJAJIbHOE
pacnpenesneHue BO3pAaCTHOTO PHUCKa HEOIarompusiTHOrO HMCXOAa, JEMOHCTPHUPYS
XYAIINE MTOKA3aTeNu BBKUBAEMOCTH JeTel B Bo3pacte 1o 1 rona [47].

N3yuenune lleguatpuueckoro perucrpa KMII CHIA (perpocnekTuBHOE
uccienoBanue ucropuit 6oaeznu ¢ 1990 no 2012 rox) npoieMOHCTPUPOBAJIO, YTO
31% nereld ¢ naHHbIM 3a0oneBaHMEM HMeeT JeTanbHbld ucxox ymbo TC B
Bo3pacte 110 1 rona, Bo3pacras 10 46% k S rogam [179].

IIo pmamseiM Ilemmatpuueckoro Peructpa Kapanmommonmaruin CILIA
HOpMaJIM3als pa3MEepoB KaMep cepJlla U COKpPATUTENbHOM (YHKIMH MHOKapa
oTMeueHa y 22% nerell B TeUEHUE ABYXJETHETrO Mepuoja HAOI0EHUsS, IPU ITOM
MPEAUKTOPAMHU BOCCTAHOBIJIEHHSI CHUCTOJIMYECKONW (PYHKUMU ObulM OOJee paHHUMN
BO3pacT u MeHblme nokasarenu Z-score KIP JDK no ganusiMm OxoKI' B nebdrote
3a0oneBaHus. B JaHHOM HCClENOBaHUM HOpMAaU3alMs 3XOKApAUOrpaduyecKux
nmapaMeTpoB B TEUEHHUE JBYX JIeT HaOJIOJIeHHs moclie JebroTa 3aboJieBaHUs
ormedeHa y 24% nanueHToB B Bo3pacte 10 1 roga, y 26% NponeHTOB NAalUEHTOB
B Bo3pacte oT 1 no 10 nmer u nump y 10% nanuentoB crapue 10 mer. Crour
OTMETHUTB, 4TO 9% neTel, BOCCTAHOBUBIIMX MOJHOCTHI0 HOPMAaJbHbBIE MMOKA3aTEIN
mo gaHHbeIM OxoKI', BmociaencTtBum mMenH JeTajdbHBIM ucxon anbo TC, uyro
JEMOHCTPUPYET HEOOXOIUMOCTh JUIMTEIBHOIO HAOIIOEHUS 3a JaHHOW KOTOpTOU
nanyeHToB [58].

B uccnenoBanuu cpeau 127 nereii ¢ qunaranuoHHsiM penotunom KMII B
ABcTpanuu BBISIBIIEHO, 4YTO 1O JAaHHBIM MYJbTUBAPUAHTHOTO  aHAIM3a
HE3aBUCUMBIMHU MPEAUKTOPAMH HEOJAronpuaTHOIO MCXOAa SBISIOTCS BO3PACT

nebrota 3a0osieBaHus MeHee 4 Henenb U 0osee S5 JeT, HACIEACTBEHHbIN XapaKTep
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KMII u Gonee Huskuit Z-score ¢paxuuu ykopoueHus (PVY) JDK no naHHbIM
OxoKI" [22].

IIpn ananuze nanHbIx neauarpuyeckoro perucrtpa KMII CIIIA cpaBHuBanu
TE€YEHUE U UCXO0/bl 3a00eBanus cpeau 119 manueHToB ¢ NOATBEPKAECHHBIM U 253
MMallMEHTOB C BEPOSATHBIM MHUOKApAWTOM M 1123 manueHToB ¢ MAMONATHYECKOU
KMII. V nammentoB ¢ mnoctBocnanutenbHoit KMII  HOpmanuzanus
AXOKapauorpaUuecknux MapaMeTpoB OTMEYallaCh MPHUMEPHO B IOJOBUHE BCEX
ciyyaeB 3a00Ji€BaHUs, 4acTOTA JIETAIBHOIO HMCXO0Ja U TPACHCIUIAHTALIMM cepaua
ObLTM HAMHOrO HIXKE, 4YeM Yy MauueHTtoB c¢ uauonarudeckor KMII: cpeau
MAlMEHTOB C MUOKapAUTOM ymepiio 6% mauueHtos, 19% Obuta npoBeaena TC, B
rpynne naueHToB ¢ uanonaruyeckoi KMII ymepno 17% nauuentos, 33% Obuia
nposeneHa TC [63].

Cpenun nmauuentoB ¢ HKMII Gonee Huskuit Z-score @Y n1€BOro xemygouka
ABJISUICS. TPEAUKTOPOM JieTalbHOro wucxona winu TC, Tem HE MeHee, IpHU
coxpanHoi cuctonuueckoil ¢yuknuu JIK, neru ¢ HM JDK umenu nyumme
MOKa3aTelld BbDKUBAEMOCTH, YEM JIeTU ¢ AujaTauuoHHbIM (eHotunom KMII 6e3
npusHakoB HM JDK [81].

B uccnenoBanuu cpenu 127 nereit ¢ qunarauroHHbM peHotunom KMII y
22%  mainueHToB  OBLIO  OTMEYEHO  MPOTrpeccCUpoBaHUE  3a00JieBaHUs
(BpIpaxaroleecs BO BKJIIOYEHHHM B JHUCT oxuaanus Ha TC, rocnuranuzaunuu 1o
noony mnporpeccupoBanuss CH, wHCnonb30BaHWM BHYTPUBEHHOW WHOTPOITHOU
MTOJICPIKKH, VCIIOJIb30BaHUU MEXaHHYECKUX CUCTEM MOAJIEPIKKHU
KpOBOOOpAaIleHMs,  JIETaJbHOM  MCXOJE), MNph  3TOM 1O  JIaHHBIM
MyJIbTUBAPUAHTHOTO aHAJIM3a BBISBICHO, YTO 0OJiee CTapIIMil BO3pAacT B MOMEHT
MOCTAHOBKHM JuarHo3a (oTHoieHue puckos=1,14 B romx; p<0,001), Gonpmuit Z-
score K/IP JI)K (otHomenue pucko=1,49 B rox; p<0,001) u Menbmuii Z-score
CKOPOCTH CHCTOJINYECKOTO HAIIOJIHEHUS JIEBOTO KEITYI0YKA 110 TaHHBIM TKAaHEBOTO
nonmuiepa (otHomeHue puckos=0,89 B rox; p=0,01) sABHAIOTCA HE3aBUCUMBIMU

MpPEeAUKTOPaMHU MporpeccupoBanus 3adonesanus [106].
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B perpocnektuBHOM wHccienoBaHun Miranda ¢ coaBTopamu cpeau
MalKeHTOB C AWIaTaiiMoHHBIM ¢eHoturioM KMII obmias cMepTHOCTh cocTaBuiia
16,1%, cpenHuii BO3pacT Ha MOMEHT CMEPTHM COCTaBuia 6,5 JieT, a CpeaHuu
MIPOMEKYTOK OT MOMEHTA MOCTAHOBKHU JIMArHO3a /0 JIETAJBbHOTO UCXOAa PaBHSJICA
7,5 mecsaiam. CMepTHOCTh MAIMEHTOB cTapiie 1 roga Obula 3HAYMMO BBIIIE YEM Y
nereit mmamgme 1 roma (32% mnpotuB 5,6%, p=0,006). BeokuBaemocTh Oblia
3HAYKMMO BBIIIE B TpyNIe NanueHToB ¢ MuokapautoM (0% neranbHbix uexoaos/TC
npotuB 30% B ocranbHbix Tpynmnax, p=0,036). Hawubonbimas cMepTHOCTH
OTMEUYEHa B TpyNNe MNalUeHTOB C WAMONATUYECKHM XapaKTepoMm 3a00JieBaHUS.
Cpenu neteil ¢ HaclIeACTBEHHBIMU 3a00JI€BaHUSIMU yMep | MalMeHT ¢ CUHAPOMOM
bapra. B 5 cinyuasx npoBenena TC, cpegnuii Bo3pact nanueHta Ha MOMeHT TC
cocraBun 11,7 ner. Cpeau BBDKMBIIMX JAETEH cpeaHee BpeMsl HAOMIOIEHUS OT
MOMEHTAa MOCTAaHOBKHM JuarHos3a coctaBuiio 35,5 mecsaneB. Y 36,1% namueHTOB
oTMeYeHa HopManu3anus cepaeunon pynkuuu [105].

N3BecTHO, 4TO MUTpaJIbHAS peryprurauus CIIOCOOCTBYET
MPOTPECCUPOBAHUIO PEMOICIUPOBAHUS MHUOKapAa JIEBOIO JKEIyJouyKa IyTeM
oobemuoit mneperpy3ku JIK, yBenmuuuBas KJ/P JIK u paBnenue B JIK.
Hanbueiimag gunatamus JOK MoXeT NpuUBOIUTH K pacTsHKEHUIO (HUOPO3HOro
konbiia MK, ycyry0usisi creneHr MUTpaJIbHOM HEJOCTATOYHOCTHU. BriepBbie CBSI3b
MEXIY CTENEHbI0 MUTPAJIBHOM PEryprutalud U CMEpPTHOCTBIO JEeTel C
nunatanuoHHbiM penotunom KMII onucana Taliercio ¢ coaBropamu [165].

B nccnenoanuu, nposeneHHoM cpeau 142 nerei ¢ uanonarudyeckon KMIIT
C JWIATALIMOHHBIM (DEHOTUIIOM BBISBJIEHO, YTO HE3aBUCHUMBIMHU MPEAUKTOPAMHU
HeOMaronpusITHOro ucxonaa 6osesnu spiustorea [V ¢pynkunonansueiil kinacc CH B
nedroTe 3a0oyeBaHMsl, 0oJiee BBICOKOE 3HAUYEHHE KAapAUOTOPAKAJIbHOTO HHAEKCA
(KTH), Oonee nuszkass ®B JIK u 3-4 creneHb MUTpaJbHOW pEryprutauuu Mo
JaHHBIM 3XOKapAHorpaduu, xemynoukoBeie aputMuu [30].

Fernandes ¢ coaBTropamMmu B cBoeM wuccieqoBaHuu 42 TMalMeHTOB C

uauonatuueckol u HaciuencrBeHHod KMII ¢ agunaTtaniuoHHBIM  (DEHOTUIIOM
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BBISIBWIU, YTO CTENEHb BBIPAXKEHHOCTU MHUTPAJIBHON HEJOCTATOYHOCTH CBS3aHa C
XYJAIIAM KIUHUYECKUM cTaTycoM U puckoM TC mnm seranpHOro ucxona [60].

B omnouentpoBoe perpocnektuBHoe (¢ 2000 mo 2012 ron) uccienoBanue
Patange ¢ coaBTopamu Obuto BKItOUEeHO 49 nerei ¢ uaunonatuyeckoit JJKMII, u3
HUX 26 MalMeHTOB HMMENM JeTalbHbI ucxon (n=6) mubo TC (n=20), y 23
NAalMEHTOB  OTMEUYEHO  YJYy4YlllEHWE HXOKapAuorpauyeckux MNapameTpoB.
BrIsiBIIEHO, UTO Tpynna NalMeHTOB C HEOJArONpPUATHBIM UCXOA0M HMEJIa TKETYIO
CTENEHb MUTPAIBLHON HEIOCTATOYHOCTH B 84,6% cnyuaeB npotus 40,9% ciaydaes
B IPYIIIE NAMEHTOB C OJArONPUATHBIM UCX00M [124].

1.9. 3akuarwuyenue.

N3BecTHO, YTO peMOAENMpPOBAaHME MHUOKApAa MO JUIATallMOHHOMY
(eHOTHIYy MOXKET pa3BUBATHCS MO LEIOMY PsiIy NPUYMH, BKIIOYAsi T€HETUYECKHE
neeKTbl, BOCHAJIEHHE, TOKCUYECKOE JEWCTBHE pPa3IMYHBIX BEIIECTB, a TaKKe
BXOJUTh B CTPYKTYpy peakux 3a0oneBanuil. IlpuHumas BO BHUMaHUE
HEOJHOPOJHOCTh 3a00JIEBAHMM, MPUBOASIIMX K PA3BUTHUIO JUJIATAllUUd KaMmep
cep/illa U CHUKEHUIO UX COKPAaTUTEIbHOM CIIOCOOHOCTH, HEOOXOIUMO KaK MOYKHO
Oonee panHee mnpoBeacHUE IUPPEepEeHINATPHON TUATHOCTUKU C BBISIBICHHEM
MPUYMHBI 3200JI€BaHUS, ONIPECICHUEM TAKTUKH BEICHUS MALIMEHTa U MPOTHO3A.

Jleuenue nposiBieHU 3a00J€BaHus y J€TEl paHHEro BO3pacTa Ha JIaHHBIN
MOMEHT SIBJISIETCS MPEUMYIIECTBEHHO IaTOr€HETHUYECKUM U OCHOBAHO Ha
npuHiunax JsedeHus XCH Bo B3pocnmoil mnonynsuuu. Jlume HeOonblioe
KOJIMYECTBO UCCIEOBaHUH 3a pyOe oM MOCBSIIEHO MEIUKAMEHTO3HOMY JICUEHHIO
npu aunataimonHoM (¢enorune KMII y nereit panHero Bo3pacta, IeMOHCTPUPYS
3¢ (pexkTUBHOCT, KOMOMHHpOBaHHON MeankaMeHTo3HOM Tepanuun XCH. Kpowme
TOTO, B MOCJEAHHE TOJbl PACIIMPHIACH BO3MOXKHOCTH [JIsl XHPYpPTUUYECKOTO
neyenus XCH B pgerckod monmyisiiiuud, TeM HE MEHee, 3a pyOexoM
COOTBETCTBYIOIIIME HCCIEOBAHUS MAJIOUNCIIEHHBI, a B HAIlIE CTpaHe HAOIIOACHUS
HOCSIT €IMHUYHBIN XapakTep.

Bonpmias rpynna nageHToOB paHHETO BO3pacTa, MPOoLEAINX 00cIeJ0BaHNe

u nedenue no nosoay KMII ¢ nunatanmonnsiM ¢enotunom Ha 6aze OT'AY
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«HMHL] 3mopoBbs nereii» Munsapasa Poccuu, mo3BoisieT NpOaHAIU3UPOBATH
pe3ynbTaThl O0CIENOBaHUA M JJIUTEIBHOTO HAOMIOJAEHUS, ONTUMHU3HPOBATH
QJITOPUTMBl JUArHOCTUKM W JICYEHUs, 4YTO U IIOCIYXXUJIO OCHOBAHUEM JUIA

MIPOBEICHUS 3TON padOTHI.
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I'IABA 2. OBBEM U METOAbI UCCJIIEJOBAHUA

2.1. O0bem ucciie10BaHMS

PaboTa npoBeneHa B KapIUOJOTHUUECKOM OTIEICHUU (PYK. — I.M.H., Pod.
E.H. bacapruna) O®I'AY «HMMUL] 3n0poBbs nereit» MunzapaBa Poccum
(nupekTop — 3aciykeHHbIM Bpay Poccuiickoit denepanuu, A.M.H., npod. OuceHko
A.Il.). JlaGopatopHble U  HWHCTPYMEHTAJbHBIE  METOJABl  KCCJIEIOBAHUS
BBITIOJTHSIUCh Ha 0asze nabopatopHoro otaena (pyk. — a.M.H., E.JI.Cemukuna),
OTIEJEHUsl  yJIbTpa3BykoBoW  guarHoctuku (pyxk. — J.B. Xa3sbikosa),
MHCTPYMEHTAJIbHOM JUarHoctuku (pyk— A.M.H., O.B.KoxeBHukoBa), otxnena
JTy4eBOM JUArHOCTUKH (pyK. — K.M.H., A.B.AHukuH), MeIuKo-reHeTH4eCKOro
uentpa (pyk. — 1.6.1., K.B.CaBocTbsiHOB).

3a nepuop ¢ centsiopsa 2012 no centadps 2018 roga B KapAHOJIOrHYECKOE
ornenenue OI'AY «HMMUL 3popoBes aerei» MunsnpaBa Poccun  0bu10
HanpasieHo 138 gerei B Bo3pacTe A0 3-X JET C NPU3HAKAMU PACUIMPEHHUS JIEBOTO
KEIyJJOUKa U CHUKEHUEM COKPATUTEIbHOW CIOCOOHOCTH MHOKap/a MO JaHHBIM
axokapauorpadum.

KpurepusiMu BKIIOYEHUS B UCCIET0BAHMS ObUIH:
1. Bospact maiueHToB B 1e0r0Te 3a001eBaHus 10 36 MECSIIEB.
2. JInnaramus nesoro xenyaouka K/[P JDK > 2 Z-score.
3. CHuxeHue cokpaTuTenbHo cnocodHoct Muokapaa @B JDK < 55% mno

Simpson.

KpurepusiMu HCKIIIOUEHHS] M3 UCCIEAOBAHMS SBISJIMCH BO3pacT B Je0roTe

3a0oneBaHus crapiue 36 MecsleB, HAIMYUE BPOKIEHHOTO IOPOKa CepaLia.

B mponecce obcnenoBanuss y 32 w3 138 manueHTOB AMArHOCTHPOBAH
BpOXKACHHBIN mopok cepana. Y 17 (12,3%) nauueHTOB BBISIBIEHA BPOXKICHHAs
aHOMaJIMsl PAa3BUTHUA KOPOHApHBIX apTepHil, BKIOUammas B 15 cayyasx
AHOMAJIbHOE OTXO0KJICHHUE JIEBOW KOPOHAPHOU apTEPHUM OT JIETOYHOI'O CTBOJA U B 2

- aTpe3uto JieBol kopoHapHoil aptepuu. Y 15 (10,9%) nereii Oblna 3anmomo3peHa



KOapKTalKs aopThl HA OCHOBAHHMM JTaHHBIX KIMHUYECKOTO OCMOTpa (ociadiaeHHas
nyJibcalusi Ha O€IpeHHBIX apTepHsiX, BBICOKOE apTepUalbHOE MAaBICHHE Ha
BEPXHUX KOHEYHOCTSAX B COYETAaHWM C HU3KHMM apTEpPUAIbHBIM [aBICHUEM Ha
HUKHUX KOHEYHOCTSIX) M moarBepxaeHa JaHHbIMU KT-aoprorpaduu. [launents
ObUIM TEepeBEJEHbl B OTACIEHUE KapAUOXHPYpPruyeckoro mnpopuias U B
JATbHENIIEM HCKIIIOUEHBI U3 HAIETO UCCIIEIOBAHMS.

Takum 00pa3oM, MpoAHAIM3UPOBAHA MEIMLMHCKAs AOKyMeHTauus 106
nanueHToB (43 manbunka (39,8%) u 65 nesouek (60,2%)), IPOXOIUBIINX JICYECHUE
B otzeneHnu kapauonorun @I'AY «HMMUL] 3n0poBbs nerein» Munsapasa Poccun
(pucyHok 2). B cBsi3u ¢ Te€M, 4TO 4YacTh MAIlMEHTOB HA MOMEHT BKJIIOYEHHS B
UCCJEOBAHME YK€ Haxoaujach NOJA HaOIIOJEHUEM B KapAHOJIOTHYECKOM
orneneann  OI'AY «HMMUIL 3popoBest nereir» MunsapaBa Poccum, Hamm
MPOBOJMJICS AaHAIN3 MPEAIIECTBYIOIIUX HCTOPUN OO0NE€3HU, TakuM o0pa3om,

HCCIIeIOBAaHUE HOCUIIO PETPOCTIEKTUBHO-TIPOCIIEKTUBHBIN XapakTep.

Jetu ¢ nunaranuonusiM Gpenoruniom KMII, Bo3pacT nebrora 0-36 mec, n=106

PerpocnextuBHO, n=60 [IpocnextuBHO, n=46

Hccnenopanue ypoBHs HHucTpyMeHTalbHbBIE

MonekyIspHO-reHeTH4YeCKoe
uccienoBanue (pu
HaJIM4UN)

Jleuenne (MCHI/IKB.MGHTO?,HO cu

NTproBNP o0cienoBanus HEMEAUKaMEHTO3HOE)

!

Crarucrudeckas 06paboTka

|

Pa3pa60TKa AUArHoCTUYECCKOTO aJIrOpUTMA, CXEMBI JICUCHU S, OLICHKA IPOrHOCTUYECKUX q)aKTOpOB

Pucynox 2. Jluzaiin uccnedoganus
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Juarno3 aunaraunoHHoro ¢enoruna KMII BbicTaBisics npu auiatanuu
JDK ¢ yBenmuennem KJIP JIDK Oosiee yem Ha 2 CTaHAAPTHBIX OTKJIOHEHHS OT
MpeAnoIaraeMoro cpeanero (Z-score>2SD) U Npu CUCTONMYECKON AUCHYHKUINU B
BUJIe cHKeHUs (pakuuu BeioOpoca (PB) JIK no Simpson <55%.

Bce manueHThl, BKIFOYEHHBIE B MCCIEAOBAHUE, MOJMYyYaIH KOMIUIEKCHYIO
tepanuio XCH (uAIl®, bAb, AMKP, nuypetuku, cepieyHble TIIMKO3U[bI) B
COOTBETCTBUM C  MEXAYHApOJHBIMU M  POCCUMCKUMU  KIMHUYECKUMH
pekomenaamusamMu 1o JaedeHutro XCH. Ha3znauenume wu Koppekuus Tepanuu
MIPOBOAWINCH B 3aBUCUMOCTH OT KJIIMHMYECKOI'O CTaTycCa NAlMEHTAa, MOKa3aTeien
KOMILJIEKCHOT'O  JIA0OpaTOPHO-UHCTPYMEHTAJIBHOTO O0OCIEI0OBaHUSI B MPOLECCE
HaOMoAeHUs 32 OOJIBLHBIM.

[TaupentaMm, yrpoxkaemMbplM MO Pa3BUTHIO TPOMOOTHMYECKUX OCIIOKHEHUI
(TpoMOOTHYECKHE OCJIOXKHEHHS B aHamHe3e, TpoMOO03, BBIABICHHBIA MpH
TOCIUTAIU3ALMY, BBIPAXKEHHOE CHW)KEHHE COKpPAaTUTEIBHOM  CIOCOOHOCTH
MUOKapAa W  1p.) Ha3Hayajacb  JIWOO  aHTHArperaHTHas  Tepamnus
ALETUWICATULIUIOBON KHCIOTOMW, MO0 Tepamusi HENpSMbIMU AHTHKOATyJISHTaMU.
bonpHblE ¢ HapylIEeHMSMH pPUTMaA CepAlla MOJy4YaId COOTBETCTBYIOLIYIO
AHTUAPUTMHUYECKYIO TEPAIIHIO.

[Ipn Ha3HayeHUM TEpanuu Mbl OPUEHTUPOBAINCH HA CYIIECTBYIOIIHUE
Poccuiickne knmuHnyeckue pexoMmenaauuu mno jedennto XCH y nmerent [7], Ha
KIMHUYeCKue pexkoMenaanuu no jedennto XCH y B3pocnbix nanueHToB [11], a
TaKK€ Ha KIMHAYECKHUE pPEKOMEHAAuMu Mo auarHoctuke u JedeHnro XCH
Hewmerkoro o0miecTBa 1eTCKUX KapauonoroB (pucyHok 3) [142].

Hns NIPOBEJCHUS CTAaTUCTUYECKOTO aHanm3a a(ppekTUBHOCTH
MenrkameHTo3Hon Tepann XCH Bce mauyeHTbl, BKIIFOYEHHbIE B UCCJIEIOBAHUE,
ObuM MopiesieHbl Ha 3 rpymnbl: 1-t0 rpynny coctaBuin 38 (35,9%) pereit ¢ @K
XCHI, 2-10 rpynny 33 (31,1%) pebenka ¢ PK XCH II, naupentsl ¢ K XCH III
IV nns ynoGcTBa craTUCTAYECKON 0OpaOOTKM ObLIM OOBEAMHEHBI B 3-10 Tpymily,

coctaBuBLyto 35 nierent (33%).
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XpoHnyeckasi cepAe4YHasi HeAOCTATOYHOCTDH €O CHUKeHHO DB
4 N
®K I no Wurn6uropsr AIID/APA (mipu HEIEepeHOCHMOCTH
NYHA/0-3 6aana nAll®D)
no mkaJje Ross

. J

/ \ e N

nAll®D+auypernku (Ipu IpU3HAKaX BEHO3HOTO
3acTOos)
g @ J
@K TI-111 1o ( )
Bera-61oxaTopst
NYHA/3-9
\ y,
0aJ1JI0B 110 @
mkaJje Ross ( )
AHTaroHUCT aJlbJ0CTEPOHA
g @ y,
e N
JlonoMHUTEIbHO paccMOTPETh: AUTOKCHH,

K j L nBabpaguH )
(

DK IV no ( \
NYHA/10-12 T'ocniuranu3zanus U, BO3MOXKHO, IEBOCUMEH/IaH,
GaJJIOB 1O MHOTPOIIHBIC IIPENapaThl, Ba30JUIaTaTOPhI
K mkaJe Ross / K /

Pucynox 3. Cxema meouxamenmosnoi mepanuu npu XCH u3 KiuHuueckux
pexomeHnoayuii no ouacnocmuxe u nevenuto XCH y oemeti Hemeyxkoco obwecmesa

0emcKux Kapouono2os

2.2. MeToabl uccae10BaAHUS
Bcem mnamueHtamM npoBOAWIOCH MCCIEIOBAHUE, IPUHATOE B IETCKOU
KapAuOJIOTUM, BKJIIOYAIOLIEE aHAJIM3 aHaMHE3a, UCTOPUU Pa3BUTUSA HACTOSLIErO
3a0oneBaHusl, JIEYEHUs, NOPOBOJUMOTO O TOCTYIUIEHUS  DNAlUEHTa B
kapauonornueckoe otnenenne OI'AY «HMUL[ 3mopoBea nerein» MuH3apasa
Poccun, xano0, [JaHHBIX KIMHUYECKOI'O OCMOTpa, J1aboparopHOro U

MHCTPYMEHTAJILHOTO 00CIe0BaHUsl.
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[Ipu oueHke AaHHBIX aHAMHE3a >KU3HU W O0OJEe3HH 0c000€ BHHMAaHHE
YAEIAI0Ch HACIEACTBEHHOCTH (Cloy4yau 3a00JI€BaHUS CEpALla B CEMbE, BHE3aIIHAs
CMEpPTh B CEMbE, CIydyau CMEPTU B MIIAJIEHYECKOM BO3pacTe), BO3pacTy naedrora
3a00eBaHusl, HAJIWYUIO COMYTCTBYIOIIEH NATOJOTUM, OLIEHMBANACh Tepamus,
IPOBOAMMAs 10 MOMEHTA BKJIIOYEHHs B uccienoBaHue. [Ipu omenke xanod co
CTOPOHBl ~ POJMTENIEW, YUYWTHIBAsE  MAJEHbKMU  BO3pacT  IAlMEHTOB U
HECNeUn(PUUHOCT, CUMIOTOMATHKH, OCO00€ BHUMAaHUE YAEISUIOCH jKajobaM Ha
YTOMJISIEMOCTb,  IOTJIMBOCTb,  3aTPyAHEHUs  BCKApMIIMBAHUA,  3aIEPKKY
(u3nuecKoro M MOTOPHOIO pPa3BHUTHs, OJBIIIKY, Kallelb, CepALeOreHue,
CUHKONAJIbHBIE COCTOSIHUS.

Du3uKaIbHbIA OCMOTP IPOBOAMUICS 110 IIPUHATON B NETCKOW KapAUOJIOTUH
CXEME: U3MEPSUINCh POCT M BEC, OLUEHUBAIUCH COCTOSHHE KOMKHBIX ITOKPOBOB M
BUJIUMBIX CJIM3UCTBIX, HaJUYME€ MACTO3HOCTH WM MepUPEPUUYECKUX OTEKOB,
onpenensuianack yactora Asixanus (Y/[) 1 Hanuuure u3MeHEeHU! ayCKyIbTaTUBHOM
KapTHHBl CO CTOPOHBI JIETKHX, NEPKYTOPHO ONPENENsIaCh  OTHOCUTENbHAs
TYIIOCTh CEpALA, OLEHUBAIOCH HAIMYWE MU3MEHEHUM IIPU ayCKYJIbTallMM CEPALA,
npopoamics mnoacuer YCC, oueHuBanach nepudepuueckas —Iysiabcanus,
MU3MEPAJTIOCh apTEPUATBHOE JABICHHE HA BEPXHUX M HWXKHUX KOHEYHOCTSX,
OIIPEAEIAIOCH NAIBIIATOPHO HAJIMYME YBEIUUEHUS TIEUEHU U/WIN CEIE3CHKU.

OneHka Macco-pOCTOBBIX MOKA3aTeNe MPOBOJWIACH IIYTEM BBIYMCIICHUS
OTKJIOHEHUS WHIUBUyaJIbHBIX MOKa3aTeneil (Z-score) OT CpeHEro 3HauYeHus isl
JAHHOW IOIYJIALUH, NEJICHHOIO Ha CTAHAAPTHOE OTKIOHEHHUE CPEIHEr0 3HAYCHUS.
[Toxazarenu Z-score Macca Tena/BO3pacT M poOCT/BO3pacT B Mpeaenax 2
OTKJIOHEHHUU OT CPEJHEro 3HAUEHHUS CUUTAIMCh HOpMaldbHbIMU (cTaHaaptsl BO3),
a TIOKa3aTeu, BBIXOIAIINE 3a IPEAENbl OT -2 10 +2, pacleHeHbl KaK OTKIOHEHUE
OT HOPMBHI.

Omnpenenenne koHneHTpauuu NT-proBNP B cbiBopoTke KpoBH, 3a0paHHOM
U3 mnepudepuyeckoid BEHBI, MPOBOJAMUIOCH B LEHTPAIM3OBAHHON KIMHUKO-
nuarHoctuyeckor naboparopun OI'AY «HMMUIL 3mopoBest nereir» Mun3zapasa

Poccun myreM MMMyHOXMMUYECKOrO aHaiu3a Ha npudope MiniVidas (bioMeriux,
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®panuus) HA0OpaMH TOTO K€ MPOU3BOJUTEINS.
3amucs OKI' ocymectBiasimu B 12 orBeneHusix Ha 12 KaHalmbHOM

anektpokapauorpade Mortara ELI 350. IIpu ananuze DKI' oneHuBanum MCTOYHUK
putMma, YCC, mosokeHHe 3JIEKTPUYECKOW OCH CepJilla, HAPYIICHHS CEpAEUHOIO
pUTMa U TPOBOJAMMOCTH, MPU3HAKK TMEPErpy3KM W TUneprpopuud MHOKapaa
NpeAcepauil M KEeIyJOYKOB, HApYyLICHHUS PENOJSApU3ALMM W HUIIEMUYECKUE
MU3MEHEHHUS.

B teuenue 24 gacoB nmpoBOAMIOCH CyTOYHOE€ MOHMTOpHUpoBanue JKI' mo
merony Holter ¢ momompio TpexkananbHoro mnpubopa Schiller AR4/Oxford
Medilog, ¢uxkcupys B JOHEBHHKE HAOJIOJCHHN BpeMs CHa, CIIOKOWHOIO U
aKTUBHOTO OOAPCTBOBAHMS, MEAMIMHCKUX MAHUIYJIALMMI, TOSBICHHUE Kajioo0,
MIpUEM JIEKapCTBEHHBIX MpenapaToB. [Ipu pacmndpoke OLeHUBAIUCH CIEYIOLIUE
MoKa3aTelli: CpeJHEAHEBHas, CpeaHeHoyHas u cpeaHecyrouHas UYCC c
ONpPEJENICHUEM IUPKATHOrO MHAEKCAa (OTHOLIEHUE CPEeJHEH NHEBHOW K CpeaHei
HouHoi YCC), HamKemy10uKoBasi U KEJyJAOYKOBAsl SKCTOIMHUYECKAs] aKTUBHOCTD,
XapakTep ee pacnpeneneHus. ['paganus xemayJ04KOBOM apUTMHUH MPOBOAMIACH C
ucnosnb3zoBaHueM kiaccupukanuu B.Lown n M.Wolf B Mmogudpukaunn W.J.Mc
Kenna c¢ coaBropamu (1981 r.): I — penkue KemyJOUKOBBIE S3KCTPACHUCTOJIBI
(menbire 30/4gac), 11 — gacThle XemyJ0UKOBBIE dKCTpacucTobl (Oombiie 30/4yac),
III — monuTONHBIE KEIMYIOYKOBBIE DKCTPACUCTONBI, IVa — MOHOTOIHBIE MapHbIE
KEIYJJOUKOBBIE JKCTpacucToiibl, [Vb — mnonuTomHble NapHbIE >KEIyA0YKOBHIE
AKCTPACUCTOJIbI, V — 3aJIIIbI KETYT0YKOBON TaXUKapIUU.

O630pHast peHTreHorpadus opraHoB I'pPyJHOW MOJOCTH BBINOJHAJIACH HA
pentreHorpaduueckoit ycranoBke Italray Clinodigit ¢ oueHkoil cOCTOsSHUSA
OpraHOB TPyAHOM KJIETKH, JIETOYHOM PHUCYHKa, MOJOXEHUs cepAla, ero (opmsl,
M3MEpPEHUEM KapAHOTOPAKAJIbHOIO MHAEKCA (XapaKTepus3yeTcs OTHOUIEHUEM
MONEPEYHOro pazMepa TEHU CepAla, M3MEPEHHOI0 B OTHNAJEHHBIX TOYKAaX €ro
MpaBOro M JIEBOIO KOHTYPOB, K BHYTPEHHEMY IONEPEYHUKY TPYIHOM KIETKH,

M3MEpPEHHOMY HaJl KynojlaMu Juadparmbl).
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Oxokapauorpagusi  ABJISIETCS  OCHOBHBIM ~ METOJOM  JUArHOCTUKH
munatanuonnot KMII. UccnenoBanue BeimonHsuioch Ha anmnapate Vivid E9 (GE
Healthcare, CIIIA) ¢ cekTopHbIMU JaTYUKaMu, pabOTAIONIUMU B IHANA30HE YaCTOT
or 5 1o 12 MI'u., mo nNpUHATHIM OT€YECTBEHHBIM U 3apyOE€KHBIM PYKOBOJCTBAM.
[IpoBonunace OLICHKA aHATOMUU cepaua, (yHKLIHOHUPOBAHUS
aTPUOBEHTPUKYJSIPHBIX KJIAMaHOB, KJalaHa JIETOYHOM apTepuu U aopThl, C
OINpPEJIETICHUEM CTENEHH HEAOCTAaTOYHOCTU B PEKMME I[BETHOTO JIOMNIIIEPOBCKOrO
KapTUPOBaHUS MO r1yOrMHE NPOHUKHOBEHUS CTPYH PErypruTaldyd U COOTHOLIEHUS
IUIOLIAM CTPYU PErypruTaluy K IUIOIIaJAd COOTBETCTBYIOIIErO OTIeNa Ceplla B
peXUME LBETHOrO JOMIUIEPOBCKOTO KapTHUPOBAaHUS, HW3MEPEHHE KOHEYHO-
nuactonunyeckoro (K/JP, mM) u kxoneuno-cucromnueckoro(KCP, Mmm) pa3zmepon
JIXK, xoneuno-cuctonmueckoro (KCO, mi), koneuno-auacroiaunyeckoro (KO, mm)
u yaapHoro oowema JIXK mo ypaBHeHHIO Simpson, KOHEUYHO-TUACTOIUYECKOU
TOJNIILMHBI ~ MEXOKENynoukoBoil — meperopoaku  (MOKII, mm), KOHE4YHO-
JIMACTOIMYECKON TOJNIIMHBI 3a7Hei cTeHkHu JeBoro xkenyaouka (3CIDK, mwm),
auameTrpa mnojoctu seoro mnpexncepaus (JIII, cm), nuamerp moJIOCTH MpPaBOTO
npeacepaus (111, mm), @B JDK no metony Simpson B COOTBETCTBUHU € (popMyIIOi
OB = (KJOJIK- KCOJIK)/KAOJIK. KIIP JDK, pazMepsl npeacepanii, TOIIMHA
creHok JIJK 3arem mnepecUUTHIBAIUCh B OTHOCUTENBbHBIX Z €IWHULAX, B
3aBUCUMOCTHM OT IUIAIAM MOBEPXHOCTU Tejaa peOEHKa Ha MOMEHT NpPOBEICHUS
UCCJEI0BAHMSI, B HOPME IOKa3aTellb HE MPEBBIIAET 2 JOIMYCTUMBIX OTKJIOHEHUMN
OT cpeaHero [82].

ITo noka3zaHusM IpoOBOAMIACH KOMIIBIOTEPHAsI TOMOTpadusi AJi1 YTOUHEHHUS
AHATOMMHM MAarucTpPajbHBIX COCY/IOB, HCKIIOUEHHS NATOJOTHMH KOPOHAPHBIX
aprepuii Ha komnbroTepHoM Tomorpage DISCOVERY CT750 HD, npousBoacTBa
General Electric (GE).

[TanpeHTsl  OBUIM  OPOKOHCYJIBTHUPOBAHBI  BpPAYOM-T€HETHKOM, B
COOTBETCTBHUM C €r0 PEKOMEHAALMIMU BBINOIHSIIMNCH MOJEKYJISIPHO-T€HETHUECKHE
uccienoBanus. Jlns BBINOJIHEHUS MOJEKYISPHO-T€HETHUECKOTO0 HCCIeA0BaHUS

MCTOJOM MACCOBOro IMnapaJuiCJIbHOIO CCKBCHHMPOBAHUA C MPUMCHCHUCM ITAHCIIN
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I€HOB, pa3pabOTaHHOM B JIAOOpPATOPUHU MOJIEKYISIPHON TE€HETUKH U MEIUIIMHCKON
reHomukn OI'AY «HMUL 3n0poBbs nerein» Munsnpasa Poccuu, y manueHToB
OCyUIECTBIIsICS 3a00p 1-2 MJT 1IeNbHOW BEHO3HOW KPOBU B MPOOUPKY-BaKyTEHHED
¢ aHtukoaryiassHTHOM J/[TA, u3 kortopon 3arem Bblaensnachk renomHas JIHK ¢
nomonipio Habopa peaktuBoB DNA Blood Mini Kit (QIAGEN, I'epmanus) Ha
aBroMarnueckod craniuu QIAQUBE (QIAGEN, T'epmanus). Ilocne oneHku
KauecTBa M KojudectBa reHomHoil JIHK Ha ¢dmoypumerpe HOBOTrO MOKOJIEHUS
Qubit 3.0 (Invitrogen, CIIIA) nmpoBogunM HCClIEIOBAaHUE METOJOM MacCOBOTO
napajuiesIbHOTO CeKBeHHpoBaHUsi Ha oOopynoBanuu lon S5 (Thermo Fisher
Scientific, CIIIA). HaiineHHble MUHOpPHBIE BapUaHTBl UCCJIEIOBAHHBIX T'€HOB C
yactotord BcTpeuaemoctu MmeHee 0,5% pns peueccuBHbix u MeHee 0,01% nmid
JIOMUHAHTHBIX OO0JIE3HEM B COOTBETCTBUM C HH(poOpManmoHHON O0azoif Exome
Aggregation Consortium mnoABeprajJuch OHOMH(DOPMATUUECKOMY  aHaIU3Y,
UCIONIb3ys mporpammHoe odecrieuenue Alamut Batch u Alamut Focus (Interactive
Biosoftware, ®panuus), a TakkKe BaJuAallMd METOJAOM JIBYHAIpaBJIE€HHOTO
cekBeHUpoBaHusi 1o CoaHrepy. AHaIM3 paHee HEONUCAHHBIX BAapHUAHTOB
MIPOBOJMJICS C MOMOILBIO KOMITbIOTEpHOM mporpammbl Alamut Visual (Interactive
Biosoftware u poccuiickoro PykoBoicTBa 1O MHTEpHpETallMd JaHHBIX
nocnenoBarenbHocT HykiaeotusioB JIHK uwenoBeka [13]. Ouenka KIMHHYECKOU
3HAYMMOCTH OIMCAaHHBIX T€HOMHBIX BAapUAHTOB JlaBajlaCh Ha OCHOBaHUM 0a3bl
naHHbix MyTtauuii denoBeka HGMD  Professional [74]. Jns mnpoBeaeHus
cexkBeHupoBanus o Canrepy renomuast JIHK noasepranace ammiudukanuu npu
MOMOIIM OJINTOHYKJIEOTUIOB, ToJA00paHHbIX B mporpamme Beacon Designer 8.10.
C nomompto nporpamm Primer-BLAST (National Center for Biotechnological
Information, NCBI, CIIIA) npoBeeHa npoBepka crieliu(puyHOCTH Nap mpaniMepoB.
[IponykThl amMiaupUKaMK CEKBEHUPOBAIUCH MPU MOMOIIA HAOOPOB PEAKTHUBOB
BigDye Terminator v3.1 Cycle Sequencing Kit (Thermo Fisher Scientific, CIIIA)
B COOTBETCTBUM C PEKOMEHJIAUUAMH M TPOTOKOJAMH MPOU3BOJIUTENS Ha
obopynoBanun ABI 3500 (Thermo Fisher Scientific, CIIIA). Jlyist moucka 4acThix

JeJIeMid ¥ JOYIUIMKAUUuK XPOMOCOM IPUMEHSJICS. METOJ MYJIbTUILIEKCHOU
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murazo3asucumor ammudukanuu npod (MLPA, Multiplex Ligation-Dependent

Probe Amplification), ucnons3yst Habop pearentoB P245 npousBoacTBa KOMIAaHUU

MRC Holland (Huaepnanasl) ¢ OCyLIECTBIEHUEM aHAIM3a HA aBTOMAaTHYECKOM

cekBeHnarope JIHK ABI 3500 (Thermo Fisher Scientific, CIIIA).

CreneHb HEIOCTAaTOYHOCTU KPOBOOOpAIICHUS y JETEH paHHEro BO3pacTa

OLICHMBAJIACh B COOTBETCTBHHM C Kiaccupukauueut, npeaioxxennoi H.A. benokoHb

[18], u ¢ knaccudukarueit Poccuiickoro oOiiecTBa CreNUAIUCTOB MO CEPACHHOM

HEJIOCTATOYHOCTH [4], B 3aBUCUMOCTH OT BO3pacCTa.

Tabnuya 4. bannenas wkana oyenku msxcecmu cepoeyHol HedoCmamo4HOCmMU no

Ross R.D. (2012 2.)

bannbr ‘ 0 ‘ 1 2
0-3 mecsimes

O0beM KOPMIICHHUS >100 mn 70-100 M <70 ma
Bpewmst kopmieHus (MHUH) <20 2040 >40
Oppimka Her TaxumnHos YyacTue BCioMoraTesbHOI

MYCKYJIaTyphl
YJI/mMun <50 50-60 >60
UCC/mun <160 160-170 >170
Iepudepuueckmuii Hopma YMeHblIeH IIToxoBoe cocTosiHUE
KpPOBOTOK
I'ematomeranus (B cM) <2 2-3 >3
NT-proBNP (ir/mui) <450 450-1,700 >1,700

-12 mecsmes

O6beM nuTaHus HOpMa CHIDKEH Upe330H10BOE NUTAHUE
l'unmotpodus HET 1-2 crenenu 3 cTeneHu
Oppimka Her TaxumnHos YyacTue BCioMOoraTesbHOI

MYCKYJIaTyphl
YJ1/mMun <40 40-50 >50
UCC/mun <120 120-130 >130
Iepudepuueckmuii Hopma YMeHblIeH IIToxoBoe cocTosiHUE
KpPOBOTOK
I'ematomeranus (B cM) <2 2-3 >3
NT-proBNP (ir/mui) <450 450-1,700 >1,700
DB% <50 30-50 >30
AB-He0CTaTOYHOCTH OTCYTCTBYET crabast yMepeHHas1/

CHJIBHAs
1-3 roga

O6beM nuTaHus HOpMa CHIDKEH Upe330H10BOE NUTAHUE
Poct HOpMa CHuxeHue Beca KaxeKCHs
Oppimka Her TaxumnHos YyacTue BCioMOoraTesbHOI

MYCKYJIaTyphl
Y/l/muH <30 30-40 >40
UCC/mun <110 110-120 >120
Iepudepuueckmuii Hopma YMeHblIeH IIToxoBoe cocTosiHUE
KpPOBOTOK
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Tabnuya 4 (npooonodicenue). bannvhas wkana oyeHKU msdicecmu CepoedHoll

Hedocmamoyrnocmu no Ross R.D. (2012 2.)

bannbr 0 1 2

I'ematomeranus (B cM) <2 2-3 >3

NT-proBNP (ir/mui) <450 450-1,700 >1,700

DB% <50 30-50 >30

AB-He0CTaTOYHOCTH OTCYTCTBYET crnabas yMepeHHas/

CIJIbHAsI
4-8 qet

TomraoTa/pBOTa OTCYTCTBYET MEePHOINIECKU 4acTo

Poct HOpMa CHmxeHHe Beca KaxeKCHs

OppImka Her Taxumnaon VYyacTtue
BCIIOMOTraTeJIbHOI
MYCKYJaTyphl

YJ1/mMun <25 25-35 >35

UCC/mun <100 90-100 >100

Iepudepuueckmuii HopMma YMeHblIeH IIToxoBoe cocTosAHKE

KPOBOTOK

I'ematomeranus (B cM) <2 2-3 >3

NT-proBNP (ir/mui) <300 300-1,500 >1,500

DB% <50 30-50 >30

AB-He10CTaTOYHOCTH OTCYTCTBYET cnabast yMepeHHas/
CHJIbHAs

9-18 net

TomrHoTa/pBOTA OTCYTCTBYET MEePHOINIECKU 4acTo

% ot MakcumansHOro | >80 60-80 <60

IIpeIoIaraeMoro

notpebnenus 02

OppImka Her Taxumnaon VYyactue
BCIIOMOTraTeJIbHOI
MYCKYJaTyphl

YJI/mMun <30 30-40 >40

UCC/mun <110 110-120 >120

Iepudepuueckmuii Hopma YMeHblIeH IIToxoBoe cocTosAHKE

KpPOBOTOK

I'ematomeranus (B cM) <2 2-3 >3

banbl 0 1 2

NT-proBNP (ir/mui) <450 450-1,700 >1,700

DB% <50 30-50 >30

AB-He0CTaTOYHOCTH OTCYTCTBYET cnabast yMepeHHas/
CHJIbHAs

OyHKIMOHAIBHBIN KJIACC HENOCTaTOYHOCTHU

KpOBOOOpAIllEHUsT Yy JIeTei

OLICHUBAJICSI B COOTBETCTBUM C OAJUIbHOM IIKAJION OLIEHKH TSXKECTH XPOHUYECKOU

cepAeuHoi HemoctaTouHocTu y naeredt mo Ross R.D. (tabmuua 4) [145]. Hns

KaXJI0ro Bo3pacTta mmKama Biaodaer 10 MyHKTOB,

KOJINYCCTBO HTOI'OBBIX

HaOpanHbIX O0a10B oT 0 10 20, rae 0-5 coorBercTBYeT I K 1o Ross, 6-10 - I K

mo Ross, 11-15 - III ®K mo Ross, 16-20 - IV ®K 1o Ross.
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CraTtucTuyecKkuil aHajau3 pe3ysNbTaToOB ObUT MPOBEIEH C HCIOJIb30BAaHUEM
naketoB nporpamMm Microsoft Excel 2013 u IBM SPSS Statistics 26. Pacuer
IIPOBOJMIICS UL KOJIWYECTBEHHBIX BEJIMYMH: MUHUMAJIbHBICE M MAaKCHUMAaJbHbBIC
3HAYCHMs, CpEIHEe 3HAaueHHe, OIIMOKa CpPEIHEro, CTAaHJApPTHOE OTKJIOHEHUE,
MenuaHa, 25-i wm 75- nepueHtwnau. g CpaBHEHMS KOJIMYECTBEHHBIX
[oKaszarejned B JIMHAMHUKE M MEXAy TIpynnamMu ucnonb3oBaics U-Kpurepuid
ManHa-YUTHY, CTaTUCTUYECKU 3HAYUMMBIMU CUMTAJIUCh PA3IUYUASL  MEXKIY
IOKa3aTels MU Ipu ypoBHE BeposTHOCTH p<0,05. Pe3ynbrarsl perpecCMOHHOTO
aHaJI3a U1 KaXIOM IEpEMEHHOW NPEACTABJICHBl B BUJAEC 3HAYCHUU OTHOLICHUSA

mancoB (OIIl) u 95% nosepurenbHoro untepsaina (N).
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I'maBa 3. COBCTBEHHBIE PE3YJIBTATBI.

3.1. Kiiunu4eckasi XapaKTepuCTHKA NALMEHTOB PAHHEr 0 BO3pacra ¢
AUIATANMUOHHBIM (PEHOTHIIOM KAPAHMOMHONATHH.

B uccnenoanue Ob110 BKIIIOUEHO 52 mManbunka (49%) u 54 nesouku (51%),
CpPEIHUI BO3pACT HA MOMEHT BKJIIOUEHHS B HCCleOBaHHE cocTaBumi 13,37+9,88
MECSIIIEB, CPEAHSsE MPOJOJLKUTENBHOCTh HabmoaeHus coctaBuia 31,06 +24,02
MecsLa.

[Ipn aHanu3e JaHHBIX aHaMHE3a YCTAHOBJIEHO, 4YTO CPEAHHUI BO3pacT
neb6rota 3aboneBanust coctaBuia 3,99 +£4,56 mecsien. Y 70 nereit (66%) nmpuszHaku
3a00neBaHus BEpBbie OTMEUEHBI B Bo3pacte 0-3 mecsues, y 20 (18,9%) - B 3-6
Mecsnes, y 5 (4,7 %) - B 7-12 mecsiues, numb B 11 cnyyasx (10,4%) B Bo3pacte
crapue 12 mecsues.

VYV 17 nauuveHTOB WM3MEHEHHUs CO CTOPOHBI cepAlla ObUIM BBISBIEHBI MPHU
npoBeneHun ckpuHuHroBoro uccienoBanus DK unu 3XO-KI', B GonbmnHCTBE
cinydaeB (81%) B Bo3pacTe 10 6 MeCsIEB KU3HHU.

Takum oOpa3om, Oosiee 4YeM Yy TMOJOBUHBI TAIMEHTOB 3a00JIeBaHUE
NeOITUPOBAJIO B BO3pacTe [0 TPEX MECALEB JKU3HU, UYTO MOXKET OBITh
o0OyClOBJIEHO 0oJiee TSKEIbIM TEUYEHHEM 3a00JIeBaHUS y NALUEHTOB 3TOU
BO3PACTHOM TpyIIibl, TpeOOBaBIIUM HampaBieHus B DenepanbHbIi LIEHTP, a TAKKe
CBSI3aHO C BbIMOJHEHHEM I1u1aHoBoro uccienoBanuss OKIT w/munmu DXO-KI' B
BO3pacte 1-2 MecsueB KU3HMU.

[To pesynpraTamM WH3y4e€HUs MEIULMHCKOU JTOKYMEHTALUH CEMEUHBIN
xapakTep 3a0oneBaHusl OTMEUEH y 9 nmanueHToB. Ciaeayer OTMETHTh, YTO B YaCTH
CIy4yaeB H3MEHEHHUS CO CTOPOHBI CEpAlla Y POJCTBEHHUKOB BBISABISIM MPU
oOcnea0BaHUM YJIEHOB ceMbH nociie Auarnoctupoanuss KMII y peGenka.

[Ipn aHanu3e NaHHBIX aHamMHe3a oOpallajd BHUMAaHUE Ha YKa3aHUS O
NEPEHECEHHOM  BHUPYCHOM  3a00JIEBaHUM, MPEAIIECTBYIOIIEM  BBIABICHHIO
cepreyHoil maronoruu, smbo nebrory cumnrtomoB XCH. Ilpu paccnpoce

poAUTENeH W/UIKU NPU aHAM3€ MEIUIIMHCKONW JOKYMEHTAIUM, TIPEANIeCTBYIOIEE



nH(ekInoHHoe 3a0oneBanue oTMedeHo y 16 nereit (15%), 4TO KOCBEHHO MOXET
CBUJIETEIIHCTBOBATh O CMEIIAHHOM 3THOJIOTHYECKOM XapaKTePe PEeMOICTUPOBAHMS
MHOKapJa, B TOM YHCJI€ O TIOCTBOCIAIUTEIHLHOM XapakTepe H3MEHCHHH CO
CTOPOHBI CEepAIIA.

CyObeKTUBHBIE JKajgoObl, TPUHUMAsT BO BHUMAaHHWE BO3PACT MAIMEHTOB,
OIICHUBAJIUCHh CO CJIOB COMpOBOXaroiiero juia (tabnuna S5). Hambonee uacto
POIUTENSIMUA OTMEUYEHA YTOMJISIEMOCTh, OJBIIIKA, TPYAHOCTH BCKApMIIMBAHHS B
BHJIC YMCHBIIICHUSI 00beMa CheJCHHOW MHWINU, yAJUHEHUS BPEMEHH KOPMIICHUS,
MpEephIBaHUS TIPU KOPMJICHWH, B TOM YHCIC TOTPEOOBaBIIEE UYPE330HIOBOTO
MUTaHUA y 2 TMAIUEHTOB. Y MEHBIIICHNE JBUTATEIIPHON aKTHBHOCTH HAOJI01a7I0Ch Y
TPETH TANUCHTOB. TakkKe PpOIUTETN TMPEABSIBISUIA KAIOOBI Ha dYacThIe
pecniupatopHbie 3a00eBaHus. B eIMHUYHBIX Ciydasx OECIOKOWIM HapyIICHUE
CHa, CepaIecONeHNE W Kallelb. 3a1epKKa MICHXOMOTOPHOTO Pa3BUTHsI OTMEYaIach
y 6 neTel, B TalbHEUIEM y HUX JUArHOCTHPOBAHBI TEHETUIECKUE CUHIAPOMBI.

Takum oOpa3zoM, #ano0bl COOTBETCTBOBAIU KIMHUYECKOM CUMITOMATHKE
XCH y manueHToB, IPU 3TOM SIBIISLUTACH HECTICIU(PUIHBIMU.

Tabnuya 5. CybwvekmugHvle nposigieHus y oemeti ¢ OUIAmMAayuoOHHbIM heHOmunom

KMII

CuMITOMBI KommnuaectBo nereit (n=106)

Abc. %

YTomisieMocTs 69 65
TpyaHocTu BCKapMIIMBaHUS 52 49
ITnoxas mpubaBka Maccsl Tena 51 48
OppImka 54 51

Kamrens 1 0,95
Cepauebuenue 2 1,9
[TotnuBOCTH 51 48

CHIKEHHas ABUTaTeIbHAsT AKTUBHOCTD 32 30,1
Hapymenue cHa 6 5,7

YacTsle peciupaTOpHbIE 3a001€BaHUSA 15 14,1
3azepkKa ICHXOMOTOPHOT'O Pa3BUTHUS 6 5,7

DU3NYECKOE PA3ZBUTUE JETEW OLECHUBAJIOCH B COOTBETCTBUU C MAacCoO-
POCTOBBIMM  MOKA3aTEIsAMA HA OCHOBAaHUM OTKIOHEHHUS HWHIMBUAYAJIbHBIX

nokazarenei (Z-scores), OT CpEeAHEro 3HAYCHUS JJIs JAaHHOW MOMYJISIIUH,
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JICJICHHOE Ha CTAHJApTHOE OTKIOHEHUE CpPEIHEro 3HadeHHs. Y OOJBITMHCTBA
neTeil (U3MIecKoe Pa3BUTHE COOTBETCTBOBAJIO HOPMAJIbHBIM 3HAUEHUSM, OJTHAKO
y 25 onereét BBIIBIEH JAehUIAT MacChl Tela, YTO MOXKET KOCBEHHO
CBUJIETEILCTBOBATh O TSKEIBIX HAPYIMICHUSX TEeMOJMHAMHKHU. 3a7epiKKa pocTa
BBISIBIISTIACh HEYACTO, B OOJIBITMHCTBE CIIy4aeB COOTBETCTBYS JICTKOW W CpeaHEH
CTETICHHU, YTO HamOoJee BEPOSATHO CBS3aHO C MAJICHBKUM BO3PACTOM TAI[UCHTOB
MIpU BKJIIOYEHUHU B HCClieioBaHue (Tabnuia 6).

Tabauya 6. Iloxazamenu gusuyecko2o pazeumusi NAYUeHmMo8 npu NOCMynieHuu 8

KAUHUKY
Z.score Poct/BO3pacr Macca Tena/Bo3pact
Abc. % Abc. %
<3 4 3.8 9 8,5
Ot -3 1o -2 9 8,5 16 15,1
Ot -2 o -1 16 15,1 24 22,6
Ot -1 no +1 57 53,8 53 50
Ot +1 go +2 15 14,1 3 2,8
Ot +2 no +3 3 2,8 1 0,95

[Ipy OOBEKTUBHOM OCMOTpE JeTed B OTACICHHH HaumboJjee YacTo
ONpENENsUIM  pPAacCUIMpPEHHE  TpaHUl]  OTHOCUTEIBHOM  TYNOCTH  Cepaua,
CUCTOJIMYECKUM IIyM Mpu ayckyibTanuu (tabnuna 7). boiee, yueM y MOJIOBUHBI
MAalMEHTOB  OTMEYajach  OJbIIIKA pa3JIMYHOM  CTENEHH  BBIPAXKEHHOCTH,
CBUJETENBCTBYSI O 3aCTOMHBIX SBJICHHUSIX B MaJOM Kpyre KpoBOOOpalieHHs.
Taxukapaus BbIABISUIACH y TMOJOBUHBI JETEH, KaK MPaBUIIO0, KOMIIEHCATOPHOTO
rete3a, Opaaukap[us, HalpoTHUB, ObUla HEXapaKTepHa JUIsl MAllMEHTOB B HaLIEM
HCCIICIOBAaHUM. Y BEJIMYEHUE pa3sMepoB IeueHn BeTpedanoch B 40% ciydaes, 4To
OTpaXajo  BBIPAKEHHbIE  3aCTOMHBIE  SBJICHHUS 1O  OOJBIIOMY  KpYry
KpoBooOpaiienus. ¥ 10 nereil BBISBICHO MOBBIIIEHUE apTEPUAIBHOIO JaBICHUS
Ha BEPXHUX M HWKHUX KOHEUYHOCTSX, BEPOSITHO, 3TO MOXHO CBS3aThb C

runepaktuBauueii PAAC u CAC. Ilepudepuyeckue OTEKH OTMEYAIUCh OYEHBb
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peAKo, 4TO HamboJiee BEPOSTHO CBA3AHO C BBICOKOW TMIAPO(PHIBHOCTBIO TKaHEU
MAI[MEeHTOB PAaHHETO BO3pacTa, a TaKkKe C Ha3HAaYCHHEM JAMYPETUUYECKOHN Tepanuu
M0 MECTY JKUTEIIbCTBA.

Tabnuya 7. ObvekmugHble cumMnmomvl y demeti ¢ OULAMAYUOHHBIM (DeHOMUNnoM

KMII

KoimuectBo gereit
Cumnromsl (n=106)

Abc. %

[unano3 53 50
[epudeprueckue 0TeKH/MacTO3HOCTb 7 6,6
Onpllika 57 53,8
BriOyxanue obnactu cepana 40 37,7
Pacummpenue rpaHuil OTHOCUTENIBHON TYIIOCTH 93 87.7

cepaua

Cucronnyeckuil mym 106 100
Taxuxapaus 51 48
bpaauxapaus 4 3,8
[loBeIlIEHNE apTEPUATBLHOIO JaBICHUS 10 9,4
I'enatomeranus 42 39,6
CruieHoMeraius 6 5,7

Takum oOpazoM, y TalUMEHTOB TMpU OOBEKTUBHOM OCMOTPE YaCTO
BBISIBJISJIMCH CUMIITOMBI, YKa3bIBaroliue Ha 3acToiinyo CH kak mo mamomy, Tak u
10 OOJIBIIOMY KpyramM KpOBOOOpaIlleHHUS.

IIpu onenke craguun XCH no benoxons H.A B OoJbIIMHCTBE cCllydaeB
nuarnoctupoBana XCH 2A cr., onuHakoBo yacto BeisBIsuIMCh XCH 1 craguu n
XCH 2b craguu, XCH 3 crt. nnarnoctupoBana y 10 nereil.

OK XCH y nereil OUEHMBAIM C MOMOIIBIO IMIKAJIbl OATIIBHOM OLEHKH
Tsokectn K XCH y gereit mo Ross R.D. 2012 r., Bkmouaromeid B cels
CUMIITOMBI B 3aBUCHUMOCTH OT BO3pacTa peOeHKa, OuoMapKepbl, HapameTpbl
sXoKapauorpaduu, mapaMmeTrpbl, MO3BOJSIOIME OUEHUTh CTENEHb OrPaHUYEHUS
(u3nuecKkoi Harpy3ku B 3aBUCMMOCTH OT Bo3pacTa. bojee yem B TpeTu ciydaes
nokasarenu odcnenoBanus coorBerctBoBanu | @K XCH, uyts pexe 11 u III OK

XCH, IV ®K XCH BoisiBiieH y 5 aeteit (Tabnuiia 8).
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Tabnuya 8. Cmadus XCH u @K XCH y demeti ¢ OunamayuoHHbiM heHomunom
KMIT

Onenka cranuu XCH | Komuuectso nereit (n=1006)
u ®K XCH AGe. | %
Cragus XCH

1 cragus 22 20,8

2A cramgus 49 46,2

2b cragus 25 23,6

3 cragus 10 9,43

®K XCH

I ®K 38 35,9

II ®K 33 31,1

III ®K 30 28,3

IV ®K 5 4,72

HaMu yCTaHOBICHO CTAaTUCTUYECKH 3HAYMMOE pa3linyue KOJUYEeCTBa
HaOpaHHbIX 0ayIoB Mo MoguduuupoBaHHoi OamnbHOM mKaie K XCH nmo Ross
(2012) mpu mepBoW TOCHMUTAIM3ALUHU MEXAY NAlMEHTAMU C OJArONpUsITHBIM U
HEOJIAronpHUsITHBIM UCXOJIOM, a TAK)KE MEXTY MAIIMCHTAMH C YIIYUYIIICHUEM CTaIuu
XCH wu nanmentamu ¢ yxyamenueM craauu XCH B mpouecce TMHaMHYECKOTO
HabmroaeHus (Tabauma 9).

Tabnuya 9. Cpasuenue xonuvecmea HAOPAHHLIX OANLI08 NO MOOUDUYUPOBAHHOLL
oannvrnot wxare @K XCH no Ross (2012 2)  medxcdy nayuenmamu ¢
O1a20NpUAMHLIM U HEeONASONPUAMHBLIM — UCX00AMU, MedHcOy NAYUeHmMaMu C

yayuueHuem u yxyouenuem cmaouu XCH

['pynma nanueHToB Me (25;75) Cpennee 3HaueHue VYpoBenn
M + 6 (95% AN) 3HAUYUMOCTH, P
brnaronpustHbIi UCX0]T 6(3;11) 7,10 £4.37 (6,22-7,98) < 0,001
(n=96)
HeGmaronpusaTHbiii ©CXO/ 13 (12;16) 14,11 £2,76 (11,99-16,23)
(n=10)
VYayumenue craauu XCH 6 (3;10) 6,68 + 4,33 (5,7-7,65) <0,001
(n=78)

Vxynmenue ctaguun XCH 11,5 (9;13) 10,6 £ 4,09 (8,57-12,64)
(n=18)
Takum oOGpa3zoM, B OOJBIIMHCTBE ciydyaeB y aeted He Obuto Tspkenoit XCH,

yTO0 OOYCIOBIEHO paHHEW craaueil 3a0ojeBaHMs, a TakKe Ha3HAYCHUEM
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MEANKAMEHTO3HOW  Tepamud MO  MECTYy  JKUTENbCTBA,  IO3BOJIMBIICH
cTabuInM3upoBaTh cocTosiHue Jnereid. KomnuectBo HaOpaHHBIX OaioB 1O
moauduuupoBanHoi kiaccupukamu DK XCH mno Ross (2012) Obuio
CTAaTUCTUYECKH 3HAYMMO BBHIIE y TAIMEHTOB C HEOIArompHUATHBIM TEUYCHUEM

3a00J€BaHMs, YTO IEMOHCTPUPYET MPOTHOCTUYECKYIO IIEHHOCTh TAHHOW IIKAJIbI.

3.2. DTHOJIOTHA IUIATANMOHHOI0 (PeHOTHIIA KAPAUOMHUONIATHH Y JIeTel
PaHHero Bo3pacra.
Hamu ObuiM BBISIBJIEHBI CIENYIOLIME MPUYUHBI PAa3BUTUSA PEMOICIUPOBAHUS
MUOKap/a Mo JUIATALIMOHHOMY (PEHOTHILY:
e lInuomatnueckas
e [‘eHeTnuecku JeTepMUHUpOBaHHas (B TOM uHcie ceMmeiHas Qopma
KapJMOMHOIIATHHN )
e KopoHaporennas
e ApuTMOreHHas IUC)yHKIUS MUOKapAa
e Penkue 3a0o0seBanus (BpOXACHHbIE HAPYIICHHUS] META00IM3Ma, MOHOT€HHbIE

CUHAPOMBI, XPOMOCOMHBIE AHOMAJIUN )

Wnuonatuyeckuil reHe3 peMOAEIMPOBAaHUS MHUOKapAa JIUarHOCTUPOBAH
HauOonee yacto, coctaBuB 62 ciayuas (58%), korma mo pe3yibTaTaM
oOcneaoBaHus He ObUIO MOJIYYEHO OAHO3HAUYHbIX TaHHbIX 3a reHe3 KMIIL. Opnaxo,
CTOUT OTMETHUTh, YTO OXBAT JETEH MOJIEKYJISPHO-T€HETUYECKUM HCCIEI0BAHUEM
METO/IOM CEKBEHUPOBAHHSI HOBOT'O TMOKOJIEHHS ObLI HEMNOJHBIM, MPUHUMAs BO
BHUMAaHHE PETPOCIEKTUBHO-NPOCIEKTUBHBIA XapakTep uccienoBanusa. Haubomnee
BeposATHO, uto mnpu 100% oxBare mNaMEHTOB MOJIEKYJSIPHO-TEHETHYECKUM
UCCJIEOBAHUEM,  NPOLIEHTHOE  COOTHOLIEHHWE  HMAMONATUYECKOH  (POpPMBI
3a0o0seBaHus OBLIIO ObI HIIKE.

VY 23 (21,7%) nereit no paHHbIM OX0KI' BU3yanMauM3upoBaHbl MPU3HAKU

HM JIK.
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MonekyasipHO-TEHETUYECKOE  HCCIECIOBAHME  METOAOM  MacCOBOIO
MapajuieIbHOTO CEKBEHUPOBaHUSA ObUIO BBIMOJHEHO S50 AeTsM 0e3 BTOPUYHBIX
NPUYMH PEMOJEIUPOBAHUS MHUOKapAa W CHHIPOMalIbHBIX 3a0oneBaHui. Bcero
BbIABJIEH 41 HYKJICOTUIHBIA BapuaHT y 32 MAIlMEHTOB, CPEAU HUX 7 MAIUEHTOB C
HM JIXK (tabmuma 10). M3 Bcex BBISIBICHHBIX HYKJICOTHUIIHBIX BapuaHTOB 19
ONMMCAaHbl B MEXAYHApPOJHBIX 0a3ax JAaHHBIX, 22 MyTalUU paHee He onucaHo. U3
19 paHee omnMcaHHBIX B MEXKIYHAPOAHBIX Oa3ax MAaHHbBIX MyTamui 13
HYKJICOTHJIHBIX BapHaHTOB KiaccuduuupoBanbl kak mnarorennsie (II), 1 - kax
BApUAHT C HEU3BECTHOM KiIuMHUYeckoi 3HaunmmocThio (BHK3), 5 — xak BeposATHO
natoreHubii  (BII). B coorBerctBUM ¢ poccuiickum PykoBOJICTBOM 1O
MHTEPHPETALNN JaHHBIX MocienoBaTeabHocTh HykineotuaoB JJHK yenoBeka Obina
BBIIIOJIHEHA  OLEHKa (YHKUMOHAIbHOW 3HAYMMOCTH HE  OINHUCAHHBIX B
MEXIYHApOAHbIX 0a3ax JaHHBIX BBISBICHHBIX HYKJICOTHIHBIX BapUaHTOB: 2
BAPHUAHTA PACLICHEHBI KaK NATOT€HHBIE, 5 BAPUAHTOB - KAK BEPOSATHO MATOTCHHBIE,
15 - xak BapuaHTBI ¢ HEU3BECTHOW KIMHUYECKOW 3HAYMMOCTBIO. Y 25 ManueHToB
oOHapykeH | HyKJICOTUAHBIA BapUaHT, O 2 HYKJICOTHIHBIX BapUaHTa HAWUIEHO y
6 nereil, 4 HyKJICOTUAHBIX BapuaHta - y 1 peOenka. Hambomnbuiee KOIM4eCTBO
HYKJICOTHJIHbIX BapuaHToB (n=9) BbiABIeHO B reHe MYH7, B rene TTN
uaeHTuuurpoBano 5 wmytauuii, B renax MYBPC3, ACTCI, TPMI wn VCL
OOHapyXeHO N0 3 HYKJIECOTHUAHBIX BapHaHTa. 2 MYTalUU BBISBIEHBI B TIE€HAX
ACTN2, MYH6, RAF1, MYL2. B renax MYPN, NEXN, RBM20, TCAP, TMPO,
CACNAIC, RYR?2 oOHapyxeHO 1o 1 HyKJIEOTUTHOMY BapuaHTy (PUCYHOK 4).

B 3aBucuMocTH OT (YHKIMOHAJIBHOIO BKJIaJa MPOJYKTOB T€HOB B
pa3nu4yHble KOMIIOHEHTHI KApJUOMHUOLIUTOB, a0COJIIOTHOE OOJIBIIMHCTBO MyTalui
BBISIBIGHO B T€HaX, KOAMPYIOLIMX capkoMmepHble Oenku (n=26). Pexe
UACHTU(ULIHUPOBAHBl HYKJICOTHUIHBIE BapHaHThl B TE€HAX, KOJUPYIOIIUX OEIKH
uutockenera (n=7). Ilo 2 MyTanuu BBISBIEHO B T€HAX, HPOIYKThl KOTOPBIX
OTBEYAIOT 3a (pOpMUPOBaHHUE SApPA, B N€HAX, KOAUPYIOIUX Oenku Z-TucKa, U B

reHax, KOAMPYIOIIUX Oenku KieTouHod wmeMmOpanbl. [lo 1 HykieoTHAHOMY
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UIEHTU(ULIHUPOBAHO B T€HAX, KOJUPYIOIIUX OCNKHU SAepHONH MeMOpaHbl, U B T€HAX,

KOJUPYIOIIHUX OEJIKM MOHHBIX KaHAJIOB (PUCYHOK 5).

S —= D WhUAJOOO

& v

B natoreHHas ¥ BepoOsTHO ITATOTCHHAS ¥ ¢ HEM3BECTHBIM KJIIMHUYECKHUM 3HAYCHUEM

SO L LIE LI TFOIRLE
SERNNORR 4§>§§§@$$é¢@i§&@«é

PucyHOK 4. Cnekmp CeHO6 U Xapakmep NnamoceHHOCmMU  Bbli6/1EHHbIX

Hymeomuénblx 6ApuUaHmos y nayueHmoes panHezco eospacma C Ouﬂamauuouﬂbzm

Gpenomunom KMI1

® Capkomep
= llnTocKkenet
= Appo
Z-DUCK
= Kneto4yHas membpaHa
= ApnepHaa membpaHa

B /loHHbIe KaHasbl

Pucynox 5. Pacnpedenenue  npoyenmmo2o  COOMHOWIEHUS  BbIAGIEHHBIX
HYKIeOMUOHBIX 8APUAHMOE V NAYUEHMO8 PAHHe20 803pacma ¢ OulamayuoOHHbIM
Gpenomunom KMII 6 3asucumocmu om QyHKYUOHAILHO20 MUNA NPOOYKMOE 2eHO8

6 pA3JIUYHbIE KOMNOHEHNbI Kap()uwwuouuma
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Ta6ﬂuua 10. Knunuueckue u cenemuueckue xapakmepucmuxku nayueHmos panHnezo eospacma c duﬂamaquHHbm qbenomunom

KMIT
ITan | Juaruo3 | I'en Hyxkneotun Amunokucior | Yacrora Onucanne Orenka Teuenne 3ab601eBaHNus OTAroieHHoc
HEH HBIN HBIM BapUaHT muHopHor | HGMD MaTOre€HH Tb CEMENHOro
T BapUaHT 0 ajens ocTH aHaMHe3a
1 JKMIT VCL c.1713del | p.A573Hfs*8 0.0040 Ha II [onoxurenpHas AMHAMUKA Ha (JOHE Tepauu Her
[CD190336]
2 JKMIT VCL c.1708C>T | p.R570X 0.00040 Ja [CM2012438] | BIL [TonoxxurenbHas AMHAMUKa Ha (OHE Teparnuu Ha
MYH7 ¢.2330G>4 | p.R777K w/1 Jla [CD193859] | BII (cube
nalueHTa
Ne23)
3 JKMIT | ACTN2 c.440C>T p.S147L 0.00040 Her BHK3 [onoxurenpHas AMHAMUKA Ha (JOHE Tepauu Her
4 HKMII TPM1 c.398G>4 p.RI1330 H/RL Her BHK3 [onoxurenpHas AMHAMUKA Ha (JOHE Tepanuu Her
5 JKMIT MYH7 ¢.5401G>4 | p.E1801K H/I Hda [CM1410901] | [0 [TonoxxurenbHas AMHAMUKa Ha OHE Teparnuu Her
6 JKMIT RAFI c.2124>T p.N711 H/RL Her BHK3 CoxpaHsitoleecss  peMOAeIMpOBaHME IO  AunaTanuoHHomy | Her
¢enoruny, Huskas OB
7 JKMIT MYL2 c.421G>4 p.AI41IT H/RL Her BII [onoxurenpHas AMHAMUKA Ha (JOHE Tepamuu Her
8 HKMII TCAP c.394G>C p.E1320 0.00040 Ja [CM043590] II CoxpaHstoleecss  peMOAENIMpPOBaHME IO  JuwiaTanuoHHoMmy | Ja
ACTCI .806T>C p.1269T H/1 Jla [CM1410877] | II ¢denoruny u Hu3Kkass @B Ha (oHe Bcero neprosa HabGIIOACHHS
TTN c.56572C>T | p.R18858X 0.0011 Her BII
TTN c.313314>T | p.K104441 0.0088 Her BHK3
9 JKMIT TTN ¢.13696C>T | p.GIn4566* 0.0025 Her II [onoxurenpHas AMHAMUKA Ha (JOHE Tepamuu Her
TTN c.534984> | p.Y17833C H/RL Her BHK3
G
10 JKMIT TPM1 c.337C>G p.L113V H/RL Hda [CM1410914] | II CoxpaHsitoleecss ~ peMOAeIMpOBaHME IO  AuwnaTanuoHHomy | Her
¢enoruny n Huzkas @B Ha done Bcero mepuoma HaGrOICHUS,
totasnpHas HMK
11 JKMIT MYH6 c.4010C>T | p.S1337L 0.0014 Ja [CM2020822] | BHK3 Tsokenoe TeueHue 3a00sieBaHus, cTabun3aius mokasareneit mociae | Her
711eTHEro Bo3pacra
12 HKMII MYBPC3 c.772G>A4 p-E258K 0.0022 Ja [CM981322] I1 Coxpansironieecss  peMojeiIMpoBaHMe 1O  AujataudoHHomy | Her
MYBPC3 | ¢.3697C>T | p.01233X 0.00080 | Jla[CMO014069] | II tenorumy u nuskas OB Beck nepnon HabmonCHUs
13 JKMIT RBM20 c.325G>A4 p.A109T 0.00064 Her BHK3 Tsoxenoe Ttedyenue 3aboneBanuss Ha Qoue [IBJIHIIT, momuas | Her
HOpManu3aus Mop¢o-QyHKIMOHANBHEIX —IIOKa3aTesled Iocie
nposenenus CPT
14 JKMIT ACTCI c.109G>4 p.V37TM 0,0004 Her BHK3 [onoxurenpHas AMHAMUKA Ha (JOHE Tepamuu Her




IL

Tabnuya 10 (npoodondxcenue). Knunuueckue

ounamayuounvim penomunom KMIIT

u ceHemudecKkue xapakmepucniuku nayueHmoe paHHezo eo3pacma ¢

ITan | Juaruo3 | I'en Hyxkneotun Amunokucior | Yacrora Onucanne Orenka Teuenne 3ab601eBaHNus OTAroieHHoc
HEH HBIN HBIM BapUaHT muHopHor | HGMD MaTOre€HH Tb CEMENHOro
T BapUaHT 0 ajuiens ocTH aHaMHe3a
15 JKMIT RAF1 c.1012C>T | p.R338W 0.0036 Her BHK3 [TonoxxurenbHas AMHAMUKa Ha (OHE Teparnuu Her
16 JKMIT NEXN c.298+1G> | - 0,00071 Her BII Hopwmanuzanus napamerpoB OxoKI' Ha poHe Tepanuu Her
C
17 JKMIT TPM1 c.725C>T p.A242V 0.00040 Ja [CM144977] I1 Coxpansironieecss  peMojeIMpoBaHMe 1O  aujataudoHHomy | Her
¢enoruny u HU3Kass PB Beck nepuoa HAOIIOICHUS
18 JKMIT RYR2 c.1787C>4 | p.§596Y H/RL Her BHK3 Hopwmanuzanus napamerpoB OxoKI™ Ha ¢one Tepanuu Her
19 JKMIT ACTN2 c.1002G>C | p.K334N H/I Ha [CM1620592] | I Tsoxenoe teuenue 3aboneBanust Ha ¢one [NBJIHIIL, ynyumenue | Het
napamerpoB OxoKI" nociae nposenenus CPT

20 HKMII MYH7 c.532G>4 p.G178R 0.00080 Ha [CMI1115846] | I1 [TonoxxurenbHas AMHAMUKa Ha (OHE Teparnuu Ha

MYPN c.3605T>A4 | p.VI202E H/IL Her BHK3
21 JKMIT CACNAI ¢.2350C>T | p.P784S 0.0072 Her BHK3 Tsoxenoe TeueHue 3aboNeBaHus, JeTalbHBI Hcxon B Bo3pacte 1 | Her

C roja
22 JKMIT MYH7 c.40374>C | p.Q1346P H/RL Her II [onoxurenpHas AMHAMUKA Ha (JOHE Tepamuu Ja
23 JKMIT VCL c.1708C>T | p.R570X 0.00040 Ja [CM2012438] | BIL [TonoxxurenbHas AMHAMUKa Ha OHE Teparnuu Ha (cubce

MYH7 c.2330G>A4 | p.R777K H/RL Ja [CM193859] BII ;a;{;[ema
24 HKMII | MYH7 c.1205C>T | p.P402L H/RL Her BII Hopmanuzamus napamerpoB OxoKI™ Ha ¢one Tepanuu Her

MYL2 c.4014>C p.E1344 0.0085 Ja [CMO086879] BII
25 JKMIT TTN c.79809 p.V26604del 0,0012 Her BHK3 [onoxurenpHas AMHAMUKA Ha (JOHE Tepamuu Her

79811del

26 HKMII TMPO c.974T>4 pA325K H/I Her BHK3 Hopwmanuzanus napamerpoB OxoKI' Ha poHe Tepanuu Ha
27 JKMIT MYH6 c.1875C>4 | p.Y625* 0.00080 Her BII Hopwmanuzanus napamerpoB OxoKI' Ha poHe Tepanuu Her
28 JKMIT MYH7 c.2660T>G | p.L887R H/RL Her BHK3 [onoxurenpHas AMHAMUKA Ha (JOHE Tepanuu Ja
29 JKMIT ACTCI c.477T>A4 p.DI5S9E H/I Her BHK3 Tsokenoe TedeHue 3aboneBaHus ¢ (opMHpPOBaHHEM TOTaldbHOW | Her

HMK, crabunmzanus napamerpoB DxoKI' mocne mpore3upoBaHus
MK




Tabauya 10 (npooonxcenue). Knunuveckue u 2ceHemuueckue Xapakmepucmuku HAYUEHMO8 pAHHe20 803pacma C

ounamayuounvim penomunom KMIIT

ITan | Juaruo3 | I'en Hyxkneotun Amunokucior | Yacrora Onucanne Orenka Teuenne 3ab601eBaHNus OTAroieHHoc
HEH HBII HBII BapHaHT muHopHor | HGMD MaTOre€HH Tb CEMENHOro
T BapUaHT 0 ajuiens ocTH aHamMHe3a
30 JKMIT MYH7 c.2678C>T | p.A893V H/I Ja [CM122816] I1 Tsokenoe TedeHue 3aboneBaHus ¢ (opMHpPOBaHHEM TOTaldbHOW | Her
HMK, crabunuszanus napamerpo OxoKI' mocne mpoTe3upoBaHus
MK
31 JKMIT MYH7 c.2647G>A4 | p.ES83K H/I Ha [CM1826797] | 11 Tsokenoe TedeHue 3aboneBaHus ¢ (opMHpPOBaHHEM TOTaldbHOH | Her
HMK, neranpHbliif ucxon nociue nporesupoBanus MK
32 HKMII MYBPC3 c.2905+1G - H/I Ja [CS973050] I1 Tsxenoe Teuenue 3aboneBanus, ynyduienue napamerpoB OxoKI | Her
>4 nociie nposenenust CPT

L




VY 9 nereii 60n€3Hb HOCWIJIA CEMEWHBINM XapakTep, W3 HUX 3 MalMeHTa C
HKMII. Crtout oTMeTUTh, YTO B psiic cliydyaeB 3a0oJieBaHUE Yy pOJUTENEH
BBISIBJISLIIM TIPU 00CJIETOBAHUU TTOCIIE BBISIBIIEHU CTydas 3a00J1eBaHus y peOeHKa.

Koponaporennsiii reHe3 3abojieBaHusi ObLT OTMEUYEH y 4 TAllUEHTOB,
COMPOBOXKJAICh HMHPAPKTOMOAOOHBIMH U3MEHEHUSIMU W/WIM  BBIPAXXEHHBIM
HapymeHusiM  penojsipuzaumu Ha OKI. YV 2 manueHToB  MMENUCH
aHaMHECTUYEeCKHE YyKa3aHusi Ha OosiesHb KaBacaku, a Takke aHEBPHU3MBI
KOpOHAapHBIX aptepudi 1o panHbiM OXO-KI'. VYV 2 pgereid mno JaHHBIM
MYJIbTUCIIHPAIBHON KOMIIBIOTEPHOU TomMorpadpuu c BHYTPUBEHHBIM
KOHTPAacCTUPOBAHUEM BBISIBJIEHA UIMONATUYECKAsl apTepHalibHAs KaIbLUPUKALUS C
(GopMHpOBAaHMEM OKKJIIO3UM KOpPOHApHBIX apTepuil, y | U3 HUX JUardos
MTOATBEPKAEH o JAHHBIM MOJIEKYJISIPHO-TE€HETUYECKOT O aHanu3a:
UIACHTU(ULIHUPOBAHbl HYKJIEOTUJIHBIM BapuaHT c¢.3542G>A (rerepo3urora) u
HYKJICOTUIHBIN BapuaHT c.4081G>A (rerepo3urora) B rene ABCC6.

[Ipn mepBoM rocnutanu3anvu y 4 JAe€Ted ¢ NpU3HAKAMHU JWIATALUU U
CHU)KEHUSI COKPATUTENbHOW (PYHKIIMU JIEBOTO KEITYI0UKa BBISBISAIOCH HAPYLIEHUE
putMa cepaua (y 3 nereil — XpoHUYECKasi CylpaBeHTPUKYIISIpHas Taxukapaus, y 1
pebeHKa — KelyJoukoBas 3KcTpacuctonuss V rpanauuu no Lown), Ha ¢Qone
aHTHapuTMHUECKOM Tepanmuu U Tepanmnu XCH BO Bcex ciydasx B TedyeHHE 6
MECALIEB OTMEYEHa HOpMaJM3alis 3XOKapAHOrpaUuecKux IoKaszaTesel, uTo
MO3BOJIMJIO AUATHOCTUPOBATh APUTMOT€HHYIO TUCPYHKIMIO MUOKap/a.

Bce manueHThl npu NEpBUYHOM TOCHHUTAIM3AIMU ObUIM KOHCYJIbTHPOBAHbI
BPAaYOM-T€HETUKOM C LEJIbI0 HMCKIIOYEHHsI BPOXKIEHHBIX Oosie3HEH oOMeHa u
CUHJPOMAJIbHBIX COCTOSTHHAM.

B 6 ciaydasx Hamu ObUIM JUArHOCTUPOBAHBI BPOXKIACHHBIE HAPYIICHUS
0OM€Ha BEILIECTB:

e vy 2-x manueHToB couetanue HM JDK ¢ aunaraunoHHbIM (peHOTUIIOM
pPEMOJEIUPOBAaHU MHMOKApAd, MBIIIEYHONM TUIOTOHHMM, 3aIEPKKU
MOTOPHOTO pa3BUTUS M TJIyOOKOW HEHUTPONEHHH MO3BOJIHIO

3anon03puTh cuHApoM bapra. B o00oux ciyyasx OMarHo3 ObLI
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IIOATBEPKIAECH IO JAHHBIM MOJIEKYJISIPHO-TEHETHUYECKOTO aHAJIN3a: Y
OJIHOTO TIAlIMEHTa BBISIBICH HYKJICOTUJIHBIA BapUaHT c.208del
(remusurora) B reHe TAZ, y Apyroro - HYKJICOTHIHBIA BapUaHT
¢.338+1G>A (remusurora) B rene TAZ.

e y 2-Xx JeTedl mnpu KIMHUYECKOM OCMOTpe oOpamana Ha ceds
BHUMaHHE TIpyOble 4YepThl JHIA, TUIEPTPUXO3, TYTOMOJIBUKHOCTh
CyCTaBOB, YTO JaJ0 OCHOBAHME MPEAINOI0KUTh BTOPUYHBIA XapaKkTep
MOBPEXJICHUS cepAla Ha GoHe Oosie3HM HakoruieHus. Ha ocHoBaHum
M3MEHEHHUsl TMoKa3arejaell OWOXMMHYECKUX MapKepoB, a HMEHHO,
MOBBIIICHUS] YPOBHS 3KCKPELUUU TIIMKO3aMUIJIMKAHOB MOYH,
CHWJKEHUS aKTUBHOCTH JIN30COMHOU 0-L-uaypoHuaassl B JEUKOLUTAX
nepupepruueckoil KpoBr, ObLI JUArHOCTUPOBAH MYKOIIOJIMCAXapUI03
I Tuma. ¥V 1 nanmuenta auartHo3 ObUI MOJITBEPXKIEH pe3ysibTaTaMu
cekBeHnpoBanus reHa [DUA mno CoHrepy: BBISIBIEHA HOHCEHC-
mytamuss ¢.208C>T, p.Q70* B TOMO3UIOTHOM COCTOSIHHH. 2-H
NalMeHT Norud B Bo3pacTe 9 MecsueB, MOJIEKYJISIPHO-T€HETUYECKOE
UCCJIEeI0BAHNE MTPOBEACHO HE OBLIO.

e y 2-X MAIMEHTOB HAa OCHOBAHUM pE3YyJIbTATOB TaHIEMHOM Macc-
cnekrpometpun (TMC) kpoBu (HOBBIIIEHHE aUUIKAPHUTUHOB C14-
OH, C16-OH, C18-OH u C18:1-OH) u Mouu BbIsiBlieH nedekT OeTa-
OKHCIICHHS JKUPHBIX KHUCJIOT: HEIOCTATOYHOCTh JJIMHHOLEIIOYEYHON
3-rugpoxcui-KoA-neruiporeHaspl )KMPHBIX KHCIIOT.

Y 3 npereir ¢ HKMII accoumamms KMII ¢ xapakTepHbIM JMLEBBIM
IU3MOpGU3MOM  (IIMPOKOE TEPEHOChE, BBICTYMAOMIMN J100, OTHOCHUTEIbHAsS
TUIOIUIA3KS CPEeHEN TPeTH JIMLa, TNIyOOKONMOCa)XE€HHbIE Ija3a, y3KHe TIJIa3Hble
IIeJIM, JAWCIUIACTUYHBIE, HU3KOMOCAKEHHBIE YLIHbIE PAKOBUHBI), 3aJE€pPKKON
IICHXOMOTOPHOTO DPa3BUTU M B 2-X CIy4dasX C OIWICICHEN ITO3BOJIAIIA
3amofo3puTh CcuHApOM aenenuu 1p36. JuarHo3 Obul  TOATBEPKAEH MO

pe3yJbTaraM HCCIECIOBAHUSA MUKPOAENEIUMA M MHUKPOAYIUIMKAUA XPOMOCOM
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METOJOM MYJBTUIUIEKCHON Juraszo3aBucuMor amrummukauuu npod (MLPA,
Multiplex Ligation-Dependent Probe Amplification).

VY 2 manueHTOB Ha OCHOBaHUU KJIMHUYeCKOW KapTuHbl (couetanue KMII c
MPOTPECCUPYIOIIMM CHW)KEHHUEM 3PEHMs, OXHPEHHEM) M M0 pe3yjbTaTaMm
MOJIEKYJIIPHO-TEHETUYECKOTO0  MCCIIEOBAaHUS  JMArHOCTUPOBAH  CUHAPOM
AnbcTpema: 'y OJHOM TAUMEHTKH BbIsiBIeHA jeneuuss c. /196 1202del
(rereposurora) u ¢.3353 3354dup (rerepo3urora) B rene ALMSI, y BTOpOro
MalKreHTa BBISIBIICHA HYKJICOTHAHas 3aMmeHa c.4153dup (roMo3urora) B TeHE
ALMSI .

Takum oOpazom, Obl1  pa3paboTaH anroput™m auddepeHnanbHON
IUArHOCTUKM Tpu nunatanuoHHoM ¢enorune KMII y nereil panHero Bo3pacra
(pucyHOK 6).

IIpu cOope aHamHe3a M KIMHUYECKOM OCMOTpE OOpalllaloT BHUMAaHHE Ha
ciydau 3a0o0JIeBaHUN C paHHEW THOENbl0 JeTeld B ceMbe, (PEHOTUIIUYECKUE
OCOOEHHOCTH  pEOEHKAa, MYJIbTUCUCTEMHOCTh  IMOPAXEHHS. ODTO  CILYXKHUT
OCHOBAHMEM JJIA HampaBlieHUs peOeHKa Ha KOHCYJIbTALMIO Bpaya-reHeTuKa u, Ipu
HEOOXOAMMOCTH, APYIMX CIEHHAIUCTOB C pELIEHHEM Bompoca 00 o0beme
JOMOJIHUTENbHOrO  oOcienoBanus. Kak mpaBuio, B HEPBYIO  OYEpelb
1eaecoo0pa3aHo NPOBEICHNE UCCIEIOBAaHUS CIIEKTPa AMUHOKHUCIIOT KPOBU U MOYHU
MetonoM TMC, onpexneneHne MUKPOAECIEUUN W MUKPOAYIUIMKALMHA XPOMOCOM
merogom MLPA, wuccnenoBanme Mmoum Ha ['Al, onpeneneHue aKTUBHOCTH
(epMEHTOB KpOBM B CYXUX IIITHaxX KpOBH JUIs HCKIIOYEHHsS OoJie3Hel
HAKOIUJIEHUSI, XPOMOCOMHBIX aHOMaIH. Y MallbYUKOB C HEUTponeHuen B o0uiem
aHanM3€e KpOBU KpallHEe Ba)KHO MCKJIIOYUTH CUHApPOM bapTta, mOCKONIbKY HpHU 3TOM
3a00JIeBaHUM HENPEMEHHBIM KOMIIOHEHTOM JIEUEHHUS SABISIETCS MeTaboInvecKas
Tepanusi B BBICOKMX JO3MPOBKaXx M paHHEE €€ Hayajlo MOXKET MpeJOTBPATUTH

HEOIAronpUsITHBIA UCXO/I.
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VY nereld paHHero Bo3pacTa HE0OXoAMMO U3MepATh AJl Kak Ha BEPXHUX
(0Os13aTenIbHO Ha MPaBOM PyKe), TaK M HA HIXKHUX KOHEYHOCTSX, MPHU 3TOM B
cilyyae BbIsiBJIeHUs moBbllieHUss A/l n/unu HenpaBuiabHOTro cootHomeHuss A/l Ha
pyKax U HOTax 1eJeco00pa3HO MPOBEACHUE MYJIbTUCIUPATHLHON KOMIBIOTEPHOU
ToMorpauu ¢ BHYTPUBEHHBIM KOHTPACTUPOBAHUEM JIJIsl MCKIIIOUEHHS MaTOJOTUU
aopThI, BKJIOYAsl KOAPKTALMIO AOPThl, U €€ KPYIHBbIX BETBEH, B TOM YHUCIE
CTEHO30B II0YEYHBIX apTEPUi.

[Ipu BBIIBIEHUYU MIIEMUYECKUX WM pyOLoBbIX n3MeHeHnit Ha DK cnenyet
B IIEPBYIO OYEPEAb MCKIIOUYNTh AHOMAJIBHOE OTXOKJICHHE KOPOHAPHBIX apTEpHUU,
UX aTpe3ulo, a TaKXKe INOpaKEHUWE KOPOHAPHBIX apTepuil BCIEACTBUE OO0JIE3HU
KaBacaku (yka3zaHue Ha MepeHECEHHYIO MH(EKIHIO C JIUTENIbHOU (heOpuabHOU
JUXOPAAKOH, MOPAKEHUEM KOXKHU, CIM3UCTBIX M JUM(OY3JI0B, TPOMOOLUTO30M B
aHanu3e KpOBHU, AWJIATallds W aHEBPHU3Mbl KOPOHApHBIX apTEpUd IO JAaHHBIM
OxoKI' wu kopoHaporpaduu), OKKJIIO3UIO KOPOHApHBIX apTepuid  IpH
HUMONIATHYECKOM apTepUaIbHOM KAJIBLIUHO3E, apyrue 3a0oJsieBaHus,
COIIPOBOKIAIOIIUECS TOPAKEHNEM KOPOHAPHBIX COCYIOB.

B cnydae BBIABIICHMS TaxWKapIuM KIWMHUYECKH, SMHU30J0B IMAPOKCU3MOB
TaxWKapauH, KEIyIOYKOBBIX APUTMHUH BBICOKMX TIpajaliii, BBICOKOBEPOSTEH
apUTMOTEHHBIN reHe3 3a00JIeBaHMs, IPU 3TOM HOpMaJIU3allusl puTMa cepAa OyaeT
OBICTPO COIMPOBOXKJIATHCA OOpPaTHBIM PA3BUTHEM PEMOJECIMPOBAHUS MHOKapHAa C
BOCCTAaHOBJICHHEM €0 COKPATUTENbHON (QYyHKLIUU.

IIpr oOTCyTCTBMM [aHHBIX 3a BTOPWUYHBIM XapakTep PEMOJEIUPOBAHMS
Muokapaa, a Ttakke npu HKMII nHeoOxoammo mpoBeaeHHUE MOJIEKYJISIPHO-
T€HETUYECKOr0 UCCIEA0BAHMS JUIsl TOMCKA MyTallUid B FeHaX, KOAUPYIOLIUX OCIKU
MUOKapAa, I  OmpeleieHuss mnporHo3a  3a0oneBaHusi, oOciIeAOBaHUS
POJICTBEHHUKOB M HEPEAKO BBISABICHHUS 3a00JIeBaHUS HA PaHHUX CTAIUAX, YTO
IIO3BOJISIET CBOEBPEMEHHO HAyaTh JICYEHUE M IPOBECTHM KAYECTBEHHOE MEIUKO-
TE€HETUYECKOE KOHCYJIbTUPOBAHUE CEMbBH.

[Ipu munatanmonnoM ¢enorune KMII Henb3si UCKIIOUUTH COYETAHHBIM

reHe3  MOopakeHus  Muokapjaa  (TeHEeTHYECKH  JEeTePMUHHMPOBAHHBIN U
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BOCHAJMUTENbHBINA), TPU TOJO3PEHMHM HA MHOKApAUT CIEAYyEeT MPOBOJIUTH
yriyoneHHoe oOcnefgoBanue (HampuMmep, Owuorncust muokapnaa, MPT cepaia,
ONPEAECICHUE YPOBHA AHTUTEN K KapAUOTPONHBIM BuUpycaM B Kposu, IILIP-
JUarHoctTuka uWHpexuuit w T.JO.) W T[Opd  HEOOXOJAMMOCTH  Ha3HayaTh
COOTBETCTBYIOIYIO  Tepanuio (IPOTUBOBUPYCHAs, HMMYHOMOIYJIHUpYIOLIas,
NpPOTUBOBOCHIANIUTENbHAS M T.A.). Ilpm 3TOM Jaxe moNHAs HOpMaIU3aIUsA
AXOKapaAuorpaUuecKux MnapaMeTpoB MOCTE JICUEHUS HE MO3BOJISET UCKIIOUUTD Y
pedenka KMII, B cBsi3u c ueM fAeTsM TpeOyeTcs IIUTENbHOE IUCHAHCEPHOE
HaONIOZICHUE BPauOM-KapAUOJIOrOM, a TakXke MPOBEICHHE MOJEKYJISPHO-
T€HETUYECKOro 00CaeJoOBaHus JIJIsl MOMCKA MYTAlMi B TeHaX, KOAUPYIOLIUX OCIKU

MHUOKap/a.

Kaununuecknii caxydai Nel. [Tanuent ¢ cunapomom bapra.

B kauecTBe nmpuMepa NpeACTABIECHO KIMHUYECKOE HAONIOAEHHE OO0JIBHOIO

AHaMmHe3 JXKM3HU: MaJIb4MK OT 1-ii OepeMeHHOCTH, MpoTeKaBiield Ha (oHe
TOKCHKO3a B | TpumecTpe, CHHApOMA 3aJ€pKKHU pa3BUTHUA IIoAa lcreneHu BoO 2
TpuMecTpe, 1-X caMocTosATenbHBIX poAoB. Macca npu poxaeHuu 2570 r, nnuHa
tena 51 cm, ouenka no mkaine APGAR 7/8 6annos. CocTosiHue nocie poKAeHUs
pacUEeHMBAJIOCh Kak Tspkenoe: oapimka ¢ Y/ mo 50 B MuUHYTy, CHMIOTOMBI
YIHETEHUs LEHTPAIbHOM HEPBHOM CHUCTEMBI, NPUTIYLIEHHWE TOHOB cepaua, YCC
146 B MunyTYy, renaromeranus +2,5 cM U3-moj kpas rnpaBoi pedepHoit xyru. Ha 3-
U CyTKH IIEPEBEEH B OTAECIEHUE NTATOJIOTUHA HOBOPOKICHHBIX.

HacnenctBeHHOCTB: 10 3a00J€BaHUAM CEPACUHO-COCYAUCTON CUCTEMBI HE
OTSTOILIEHA.

AnamHue3 6one3nu: Ha 3 cyTku *KU3HU NEpeBe/IeH B OTAEJIEHHUE MaTOJIOTUU
HOBOpOXkAeHHBIX. DKI': puT™M cuHycoOBBIN, AU(P(y3HbIE U3MEHEHHSI B MHOKap/Ie,

BEPTUKAIBHOE TMOJIOKEHUE DIIEKTpUUecKoM ocu cepaua. IOxoKI': yrommieHwne

creHok JDK (MIXKII 6,2 mwm, 3CJDK 6 mwm), muddysnsiii runokunes MXKII,
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cHmkeHne cokpatutenbHo Qynkuuu JDK (OB 45%), nomomHuTEnbHbIE
Tpabekynbl B JIK, oTkpbiToe oBanmbHOe OKHO 4 MM. PenrreHorpadusi opraHos
rpyaHon kietku: kapauomeranus ¢ KTU 58%.

3anono3pen BIIC, ¢ muenvio Bepudukanuu Auar€o3a M KOPPEKIIUHU
MIPOBOJIMMOM Tepanuu peOEHOK HAMPAaBIEH Ha 00CIIeI0BaHUE B KapAHOJIOTHYECKOE
ornenenne OPI'AY «HMULL 3n0poBes nerein» MunsnpaBa Poccun. Ha momeHnT
MTOCTYIUIEHUS TEPAIIUH HE MOJTyqal.

IIpu ocmoTpe oOpamaiu Ha ce0sd BHHMAHHME MBbIIIEYHAs THUIIOTOHUS,
nepuuut Beca 24%, MpPaMOPHOCTh KOXHBIX TIOKPOBOB, NEPUOpAIbHBIA U
nepuopOUTABHBIN 1TMaH03, ojbIKka ¢ Y1 44-46 B MUHYTY B MTOKOE, TaXUKAPAUS C
YUCC po 160 B MUHYTY, NPUTTYIIEHHOCTh | TOHA HA BEPXYIIKE, CUCTOJUYECKUI
IIyM IpHU ayCKyJdbTallMd, renaToMeranus +2 c¢M u3-noj Kpas peOepHoil nyru. B
obmem ananmuze kpoBu Heutpomnenust 10 0,1x10%*9/n. NTproBNP nossiien o
32402 nr/mn (Hopma no 83 nr/mi). Pentrenorpadust opraHoB rpyaHOW KIIETKH:
kapauoMeranusa ¢ KT 60%. OKI': puT™M CHHYCOBBIN, CKIIOHHOCTh K TaXUKApJAWU,
neperpy3ka JIII, runeprpodus wmuokapaa JDK, BblpakeHHble HapylIeHUS
pernonsapu3anyu ¢ NpU3HaKaMu neperpys3ku Muokapaa. XM OKI': taxukapaus B
teueHue cyTtok (cpegnHecyrounas YCC 150 ynapoB B MUHYTYy Ipu HOopMe 13548,
cpenHenHeBHas 166 ymapoB B MuHyTy npu HOopmelS50+6, cpegnenounas 140
yaapoB B MUHYTY Ipu HOopMme 124+8, makcumanbHas 201 ymap B MUHYTY, pUTM
CUHYCOBBI C PEIKUMHU KOPOTKHUMM SNU30JaMU MHIpAlMd BOJIUTENS pUTMa B
MHOKapJ MpaBoro NpeAcepans BO CHE, 2 CyNPaBEHTPUKYJIAPHBIE SKCTPACUCTOJIHI,
149 aGeppaHTHBIX U30JUPOBAHHBIX COKPAIEHHN B OCHOBHOM PUTME (BO3MOXKHO,
KOMIUIEKCHI ¢ npusHakamu ¢penomeHa WPW), BelpaxkeHHOE HapylieHHe mpoiiecca
penoysgpu3anuu: oTpuuarenbusie 3yousl T mo 1 m 3 kaHanam c¢ jaenpeccuei
cermeHTa ST 10 3 mm. OxoKI' (pucynok 7): nunarauusa JOK ¢ KJP 33mwm (Z score
6,16), CHIDKEHUE COKpaTUTENbHOW crmocoOHocTH Muokapaa (®B 23% mo
Simpson), npusznaku HM JDK, HMK 2 creneHu, nanusuisipHbIE MBIIIIBI
MHTPAJIBHOIO KJIAllaHA pACCHITHOIO THIIA, KOPOHApPHBIE apTEPUU  OTXOHAT

TUIIAYHO, IPOCBET COXPAHEH.
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LVEF MOD A4C 23 %
SV MOD A4C 10 ml|
2 LVLs A4C 5.0 cm|
LVESV MOD A4C 34 mi
1 LVLd A4dC 5.1 cm|
LVEDV MOD A4C 47 ml

Pucynox 7. OxoKI' nayuemma c¢ cunopomom bBapma. Moouyuyuposannas
napacmepHanbHas nouyus, B-pesxxcum. Ixo-kapmuna HeKOMNAKmMHO20 MUokapoa,
ounamayuu u cghepusayuu norocmu JIK

B otnenenun mnomoOpana tepamuss XCH: ¢ 1enbio HeHporyMopaibHOM
pasrpy3Ku JUTOKCUH, KaTONPHII, OMCONPOIO, C LEIbI0 CHIXKEHHS TPEeIHArPY3KU
Ha MHOKapJ pypoceMu], B KaUeCTBE aHTarOHUCTa allbJJOCTEPOHA CIIUPOHOJIAKTOH,
Kalud M MarHus  aclaparuHaTr, Ha3HayeHa Mera0onuueckas  Tepamnus
(JIEBOKapHUTHH).

VYuuteiBasg HeWrtponenuto ¢ poxaecHuss, HM JDK, cHmxeHue MbIIEeYHOrO
TOHYCa, PEOEHOK KOHCYJbTUPOBAaH TIE€HETUKOM, PEKOMEHJOBaH MOJIEKYJISPHO-
FEHETUYECKUN aHaIu3 - TMOUCK MyTtaiuid B reHe TAZ. Ilo pesynbraTtam
MPOBEJICHHOTO aHaJIN3a BBISIBIICH HYKJICOTHAHBIM BapuaHT c.208del B rene TAZ B
TEMU3UTOTHOM COCTOSIHMM, YTO ITO3BOJIMJIO IOATBEPAUTH CUHIAPOM bapra.

[Ipu nanbHeiieM HAOMIOIEHUN Y MalbuuKa coxpaHsuiuch cumntombl XCH,
no gaHHbiM JXOKI' oTMedanochs BbIpa)k€HHOE pemoaenupoBanue mMuokapaa JDK
CO CTOMKMM CHH)XEHHEM €ro COKpPaTUTEIbHOW CHOCOOHOCTH, HapacTaHHUe
peryprutaunu Ha MK 10 3 creneHu, NOBBIIEHUE AABIEHUS B CUCTEME JIETOYHOU
aprepun 10 42 mm.pT.cT. HecmoTpsa Ha mpoBoauMyro Tepanuio, B Bo3pacte 11
MECSILIEB HACTYIIWII JIETAJIbHBINA UCXO/.

JlaHHO€ KJIIMHMYECKOE HAONIOACHUE JIEMOHCTPUPYET HEOOXOIUMOCTh

HAaCTOPOKEHHOCTU JIETCKOIO KapAuoJIoTa B OTHOLIEHUH METa0OIMYECKHUX
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3a0oneBanud  npu  nebroore  3a0oneBaHMs B paHHEM  BO3pacTe |

MYJIBTUCUCTCMHOCTH IMOPAKCHUA.

Kiaunnuyeckuii cayuait Ne2. IlanueHT ¢ CMHAPOMOM AJIbCTpPEéMA.

B kauecTBe KIMHUYECKOTO IPUMEPA MPUBOAUM HaboaeHne 0onbHOU K.

AHaMmHe3 JXM3HU: JIeBOouUKa oT 2-i GepemeHHocTu (1-51 - meBouka, 310poBa),
npoTeKaBuIed (PU3MOJOTHUUECKH, 2-X CaMOCTOSATEIBHBIX POJOB B CpoK. Bec mpu
poxaenuu 3550 r, nnmuHa 54 cm, orienka no mkaie APGAR 9/9 6amnos, Beinucana
W3 poaJioMa Ha 3-U CyTKH.

AnamHue3 Ooisie3Hu: B Bo3pacte 3-x MecdleB nepes MIaHOBOW BaKIMHAILUEN
neauaTp oO0paTuil BHMMAaHME Ha CHUCTOJMYECKMA IIyM Yy peOeHKa Mpu
ayCKYJIbTALIMH.

CrycTtss Mecsl NOSIBUIMCh >KajJoObl Ha 3aTPyAHEHHOE [bIXaHHE, CYXOM
KallleJb, P 0cMOTpe TaxunHod ¢ Y/ 1o 60 B MUHYTY, ayCKyIbTaTUBHO XKECTKOE
JbIXaHWE HaJ JITKUMU C E€IWHUYHBIMU CYXUMU Xpunamu. J[uarHoctupoBaH
OOCTPYKTUBHBIA OPOHXUT, TOCTIUTAIM3UPOBAHA B MHPEKIIMOHHOE OTACIICHUE, /e
NpU TPOBEJACHUU PEHTIEHOrpauu OpPraHoB TPYAHOM KJIETKU BBISBICHA
kapauomeranusa. OXxoKI': nedekT MexxkenyJouKOBOW NEeperopogku 2,5 wmw,
OTKPBITBIA ApTEPUATBHBIA MPOTOK 3-3,5 MM, OTKPBITOE OBAIBHOE OKHO 2 MM,
munatarus JOK ¢ KJAP 40 mMm ( Z-score 7), ®B JIXK 45%, naBnenue B cucteMe

neroyHou aprepuu 30-33 MM.pT.CT.

JIna yTOYHEHUs AuarHo3a M pPELIeHHMs BOIPOCa O NAJbHEUIIEH TAaKTUKE
BEJCHUS TOCIMHUTAIU3UPOBaHA B Kapauojorudyeckoe otrnenenne OI'AY «HMUILL
310pOBbs Aerein» Munsapasa Poccun.

[Ipy mocTymieHuH COCTOSIHUE TSHKENOE, TSAKECTh COCTOSHMS 00yClIOBJIEHA
XCH 2b craguu. B 6uoxumMudyeckoM aHaan3e KpoBU 0Opaliajio Ha ceOs BHUMaHUE
noBellieHne TpononuHa 1o 1120,2 nr/mn (Hopma <39,2), kpeaTHHPOCPOKUHA3HI-
MB no 9,4 ur/mn (nopma <3,4), NTproBNP 1o 1894 nr/min (Hopma <83).

OKI': puTM CHUHYCOBBIM, NpHU3HAKU MEPErpy3KH OO0OUX Mpeacepaui,
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runeptpodust muokapaa JK, necnenupuueckas BHyTpUKEITyI0YKOBas OJoKaa,
MUHHUMAaJIbHbIE MPU3HAKU JCJIbTa-BOJHBI B HEKOTOPBIX OTBEJCHUSAX, BHIPAYKCHHbBIC
HapylIeHUsl Mpoliecca PEenoisipu3aluil B MHOKap/Ae KEeTyJI0YKOB C MpHU3HAKaAMU
neperpy3ku MUOKap/a.

Ox0KI" (pucynok 8, pucynok 9): nunarauus JIIT 28x29 mwm (Z-score 4,48),
ITIT 19x20 mm — He yBenuueHo, 11K 4,7 MM - cnaBneH neBbIM xemynoukom, K/IP
JIXK 36 (Z-score 7,05) mm, @B no Simpson 21 %, MXII 5,2 mm, 3CJIK 4,7 mwm,
KOpOHApHBIE apTepUM OTXOMSAT MPaBWIbHO, JieBask KopoHapHas aprepus 2,0 mw,
npaBasi kopoHapHas aptepuit 2,0 mm, HMK 2-3 ct, Hegocratrounocts TK (HTK) 1

CT.

11/01/2016 10:38:16

Pucynox 8. OxoKI' nayuewmku c¢ cunopomom Anvcmpema. Anuxanvbrasi
yemvlpexxamepuas nozuyus. uramayus u cgepusayus norocmu JDK u JIII,
nogvluieHHas mpabdexyrapuocms d6okosoti cmenxu JIK. [lpasvie omoenvt cepoya

nooxcamal Y6elu4eHHbIMU 1€6bIMU
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11/01/2016 10:43:17

Pucynok 9. OxoKI" nayuenmku ¢ cunopomom Anecmpema. A: M-pexcum. Pesxoe
CHUMICEHUEe COKpamumenvbHou cnocoonocmu muokapoa JDK. b: Anukanvhas
YemuIpexKamepuas,  NO3UYus,  PedcuM  UMNYIbCHO-80IHOB8020  OONNJEpPA.
Peaypeumayus na MK 2-3 cmenenu

XM DOKI': ymepeHHas Opanukapaus B TEUEHHE CYTOK Oe€3 HapylIeHHs
nupkaanoro npoduist YCC, puTM CUHYCOBBIN ¢ KOPOTKUMHU 3IU30/1aMU MUTpaAIlUU
BOJUTEIS PUTMa B MUOKap/ IIPaBoro mnpeacepaus BO CHE, TpaH3UTOpHas A'-BojHA
nmo | wm 3 KkaHanaMm, BBIPAXXECHHOE HapyIIEHUE Ipolecca PEeHoISIpU3aAUN:
oTpuuaTenabHble Uiau AByX(asueie 3yOusl T mo 1 u 3 ka”amaMm ¢ genpeccuei
cermenTa ST 1o 5 mm B V5.

B ornenenun mnomoOpana Tepanuss XCH: ¢ 1enbpi0  yMEHBbIICHUS
HEUPOTyMOpaIbHBIX BIUSHUN Ha cepJle AUTOKCUH, KaNTOMPUII, KapBEAWION, s
CHIDKEHHUSI TIpeHArpy3Ku Ha cepAle GypoceMul, TUIIOTUA3U, A TPOPUIaKTUKN
TpoMO000Opa30BaHMS ALETHIICATUIUIOBAS KUCIOTA.

B Teuenue 3-x MecsleB COCTOSAHUE peOCHKA C MOJOKUTEILHON AMHAMUKOMN
Kak KiIuHu4Yecku (kynupoBaHbl cumnTombl CH), Tak u 1o pe3ynbTaTaMm
1a00paTOPHO-UHCTPYMEHTAIBHBIX HcClenoBaHui: cHu3uics ypoBeHb NTproBNP
1o 688 nr/mi, no ganHbM OX0oKI' ymenbmunace HMK 1o 1 ct, MmeHee BeipaxeHa
kapauomeranus - JIIT 21x23,6 mm (Z-score 1,67), KAP JIXK 33,24 (Z-score 3,76)
MM, KCP 24,07 mm, @B 55% no Simpson, IDK 10 mm. Ha done nonoxurensHon
IuHaAMUKH Obuia ocnabnena tepanuss XCH: oTMeHeH AWrokcuH, gypoceMun u

IUIOTHA3U] 3aMEHEHbI Ha TopaceMul. [Ipu nuHamuueckom o0cienoBaHuU yepes 6
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MECSILIEB MOp(POPYHKIIMOHAIIbHBIE napaMeTphl cepaua ITOJTHOCTBIO

HOPMAJIN30BAJIMCh.

Pucynok 10. Buewnuti 6uo nayuenmku ¢ cuHopomom Anvcmpéma. Obpawaem Ha
cebsi eHUMaHnue @Gomogodus: npu OHEBHOM ceeme pPeOeHOK HNOCHOSIHHO
npuwypueaem 2na3a

B nunHamuke ¢ Bo3pacta 1 roga HmpUCOEIMHUIUCH OQTaIbMOJIOTHYECKas
CUMIITOMAaTHKa (TMOsBI€HHE OJMM30PYKOCTH, HHUCTarMma), OKHUPEHUE, UTO B
CoueTaHMu C JuiaTalMoHHbIM (¢eHotunom KMII mno3Bonuio 3amogo3puth
cuaapoM AunbcTpéMa (pucyHok 10), nuarHo3 HMOATBEPXKAEH MPU MOJEKYISPHO-
T€HETUYECKOM  OOCIEJOBAHUM —  BBIABICHBl  HYKICOTHIHBIE  BapHUAHTHI
c.1196 1202del (reteposurora) u c¢.3353 3354dup (rerepo3urora) B TeHE
ALMS]I.

Takum oOpazoM, B panHoM ciydae KMII Boma B CTpyKTypy
T€HETUYECKOr0  CHUHAPOMA, BOBPEMS IOCTABJICHHBIA  JUArHo3  MO3BOJIMJ
CBOEBPEMEHHO HauaTh HAOMIOJEHUE peOCHKAa CHEIUATUCTaMH Y3KOTO MpOoQuis:
o TaIbMOJIOTOM, CYpAOJOTOM, 3HAOKpuHOJIOoroM. [Ipu manHom cunapome KMII
MOXET HMMETh PEUUIAUBUPYIOIIMI XapakTep, B CBA3M C Y€M, HECMOTps Ha
HOPMAJIU3AIUIO 3XO0KapAUOrpapuYecKrux napaMeTpoB, HEOOXOAUMO TPOJOJIKEHUE

Ha6J'IIOI[eHI/I§I mangueHTa KapAn0JIOrOM B TCUCHUC BCEH JKU3HU.
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3.3. Pe3yabTarhl J1a00PATOPHO-UMHCTPYMEHTAJIBHOT0 00C/I¢I0BAHUSA JIeTeH C
AUIATALUOHHBIM (PEHOTHIIOM KAPAMOMHMOIIATHH.

B kauectBe s1a0OpaTopHOro MoKaszaTends, OTpPaXaroUlero CTENeHb
XPOHUYECKON CEPACYHOM HENOCTaTOYHOCTH, MBI HccieoBainu ypoBeHb NT-
proBNP.

YpoBeHb TropMOHa ObLT 3HAYUTENBHO TOBBIMIEH Yy MOJABIISIOLIETO
OOJIBIIMHCTBA TMAlMEHTOB, MeauaHa mokasarenst coctaBuia 1005 (459; 4010)
r/MII.

IIposenennbi ananu3 koHueHTpauuu NT-proBNP B kpoBu B ChbIBOpOTKE
KpOBH B 3aBucMMOCTH OT ctajuu XCH mokaszan cratuctmyecku 3Hauumoe (p <
0,01) yBennuenue KoHUeHTpauyy ropmoHa npu yseanuennu cragun XCH (pucyHok

11).

26000 : , - .
24000 | '[‘
22000 }

20000

18000 |
16000
14000 I [m]

12000
10000
8000 -

NT-proBNP 1r/min

6000 |

| T T

2000 | [o]

-2000

0O  Cp.snauenue

I I 11 vV D Cp.3nauenue + 0,95 U
QDK XCH 10 ROSS I Cp.3nauenne+ CT.OTKIOHEHHE

Pucynok 11. Yposeuv NT-proBNP (ne/ma) y nayueumos 6 3asucumocmu om PK
XCH
Pentrenorpadust opraHoB TpyJHOW KIETKH YACTO SBISETCS TEPBBIM

HHCTPYMCHTAJIbHBIM HCCICAOBAHHUCM, IO3BOJIAIOINIMM 3aIllOJ03PpHUTh CCPACHHYIO
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MaTOJIOTHIO, OCOOEHHO y JIeTell pPAaHHEro Bo3pacTa, 00CIEAyEeMBbIX MO MOBOAY
YYaIIeHHOTO AbIXaHMs. MBI IPOBOAWIM HCCIIEIOBAHUE PEHTTEHOTPAMMBI OPTraHOB
IPYJHOM KIETKHA TPH KaXJOM TOCIHMTAIM3AallMM B HAIl LEHTP I OLEHKH
kapauoropakanbHoro unjaekca (KTHU) u Gonee 00BEKTUBHON OLICHKH 3aCTOMHBIX
ABJICHUM IO MaJloMy Kpyry KpOBOOOpAILEHHS, BBIPAKAIOMIMXCA B YCHIICEHUU
JIETOYHOI'0 PHUCYHKA.

KTHU Obln yBedMYEH MNPAKTUYECKM Yy BCEX MAIMEHTOB, B Je0roTe
3a00JIeBaHMsT MeJMaHa IoKazarenas coctaBmna 62,5% (58;67). VYcunenwne
JIETOYHOTO PHUCYHKA OTMevanochk y 67,9% nereit, yka3piBas HAa BBIPAKCHHbBIC
3aCTOMHBIE SIBJICHUS IO MAJIOMY KPYT'y KpOBOOOpaIeHHUS.

OKI' sBnsercs BaXKHBIM METOAOM JHMAarHOCTUKH, MPOCTOTa IPOBEICHUS,
JNOCTYIIHOCTb, HEWHBAa3UBHOCTb W  HEBBICOKAS CTOMMOCTb  MCCIIEIOBAHUS
00OyCIIaBIMBAIOT COXPAHSIOLIEECS 3HAUEHHE HCCIEAOBAHMS B HACTOSILEE BpeEMs.
Hepenko, yuuTBIBas OTCYTCTBHE XapaKTEpPHBIX CYOBEKTUBHBIX Kajo0 U
Hecneun(pUUecKyro KIMHUYECKYIO KapTUHY, UIMEHHO U3MEHEHHUs, BBIIBICHHbBIEC Ha
ckpuHUHTOBOM OKI', MO3BOJISAIOT BIEPBBIE 3aII003PUTh CEPACYHYIO NATOJIOTHIO Y
MTAlIMEHTOB PAHHETO BO3pAacTa.

B Hamem wuccnemoBaHMM y BCEX NAIlMEHTOB B Je0r0Te 3a00jeBaHMS
PErUCTPUPOBANINCH HAPYLIEHUs MpOLiecCa PENONSAPU3ALUN  PA3HOW CTEIECHH
BbIpaxkeHHOCTU. OKOJIO  TOJIOBMHBI  JeTeil B jAeOrore  3aboJieBaHUs
JEMOHCTPUPOBAIM CHHYCOBYIK) TAaXHKapAWIO, YTO OTPAXKaeT BBIPAKEHHYIO
TUIIEPAKTUBALMIO CHMIATOAJAPECHAIIOBOM CHUCTEMBI y JAETEH C JOUIATAllMOHHBIM
¢enoruniom KMII B panHem Bo3pacte. Hepenko BcTpedanuch HapylIeHHs
BHYTPI)KEIyJOYKOBOM  MPOBOJMMOCTH,  HambOJee  4acTo  BBIABIISLIOCH
Hecneun(pruueckoe HapylleHUe BHYTPUIKEIYJIOYKOBOrO mpoBeneHus. Y 4 nerei
peructpupoanack [IBJIHIIT, y 1 pebenka nosiHast 610kaa mpaBoil HOXKKH MydKa
I'mca. CodeTanHOE HapyIlIEHHE IMPOBEICHHS IO HOXKKaM Iyyka ['mca B Hamem
HCCIIEIOBAHUM OTMEUEHO B 2 cilydasx y AeTei: B | cilydae -coueTaHne HENOJHOU
0JIoKaJbl 3aHEH BETBM JIEBOM HOXXKHM Iydka ['mca ¢ momHoi Oinokamod mpaBoii

HOXKHM Tydka ['mca, BO 2-M ciydae coueTaHue MOJHOW OJIoKaabl 3agHEN BETBU
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JIeBOM HOXXKU Tydka ['Mca ¢ HemoysiHOW OJIoKajo¥ mpaBod HOXKM Tydka ['uca.
Hapymenue  aTpuOBEHTPUKYJISIPHOTO  TOpoBeAeHuss 1 crTemeHu  ObUIO
3apEruCTPUPOBAHO JIMIIb B €IWHUYHBIX Ciydasx. Hamuuyue OMOJHUTEIbHBIX
MpeCEePAHONKETYJOUKOBBIX TyTel mo naHHbiM DKI' Obul0 0TMEdeHO 4yTh OoJiee
YeM Yy TPETHU JeTel. B COOTBETCTBUM C XapaKTEpOM MOpPaXKEHUs CepAla y AETEH B
HaIlleM UCCJIEJOBAaHUU YacTO OTMeYaiach rUNepTpodus MUOKAp/Ia JIEBBIX OTJIETIOB
cepua, THIepTpoQus IpaBbIX OTAEIOB CEpJilla BCTpeyallach 3HAUUTEIBHO PEKE.

Tabnuya 11. KT -cumnmomul y demeti ¢ ounamayuounvim penomunom KMIT

KounuecrBo aereit
HN3menenus JKI' (n=106)
Abc. %
OKTONHWYECKUH MTPaBOIPEICEPAHBINA PUTM 11 10,4
CuHycoBas TaxuKapaus 47 44,3
CunycoBas OpaguKapIus 8 7,5
Hecnemmnduueckoe HapyIeHne BHYTPIKETYJOYKOBOTO 35 33
IPOBEACHHUS
Henonnas 610kana mepeaHeii BETBH JIEBOW HOXKKH ITydKa 4 47
I'uca ’
Hemonnas 610kama 3aiHel BETBU JIEBOM HOXKKH Imydka I 'mca 2 1,9
[Momras 6nokama n1eBoi HOXKKH Imydka [ 'mca 4 4,7
Henonnas 610kaga npaBoii HOXKH Imydka ['nca 8 7,5
[Tonmnas 61okana mpaBoif HOXKH mydka ['mca 1 0,95
ATpHOBeHTpUKYIApHas Onokana 1 crerneHn 3 2,8
®enomen WPW 35 33
I'umepTpodust mpaBoro mpeacepaus 8 7,5
l'umepTpodust meBoro mpeacepaust 45 42,4
l'umepTpodust o6oux mpencepauii 8 7,5
I'umepTpodust mpaBoro xemyrouka 11 10,4
l'umepTpodust meBoro xerymouxa 69 80,2
I'mmeprpodus 060oux Kemy109K0B 16 15,1
Hapymenue npouecca penoisipusanuu 106 100
Pyb6uoBsie n3mMeneHus 4 4,7

VY 4 panueHTOB pPErucCTpUPOBAIUCH MPU3HAKKA PYOLIOBBIX M3MEHEHHMM Ha
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OKI, 49ro moTrpeboBasio MPOBEACHHUS OTOJIHUTEIHLHOTO OOCIEIOBAHUSA IS
YTOYHEHHUS aHATOMUU KOPOHAPHBIX COCYIOB: B 2-X CIIy4asX BBISBICHBI aHEBPU3MBI
KOPOHApPHBIX apTepwii, y 2-X JAeTel IWarHOCTHPOBAaHA WIUOTATHYECKas
aprepuanbHas KainblpuKanus ¢ (OPMUPOBAHUEM OKKIIO3HMH KOPOHAPHBIX
aptepuii (Tabnumna 11).

Jlanee MBI MCCIEAOBANM IOKA3aTeIM CyTOYHOro MoHutopupoBanus OKI,
MO3BOJIAIOIINE OLEHUTH cpennue nokazarenu YCC, nnarHoCTUPOBATh HAPYIICHUS
CepICYHOTO PpUTMA, HEPEAKO OKa3blBAIOIIME OTATYAIONIee BIMSHHE Ha
TeMOJIMHAMHKY Y TAIMEHTOB C AMJIATAlMCH CEpACYHBIX KamMep W HapylIeHHUEM
KOHTPAKTUJILHOCTH MUOKapaa (Tabiuna 12).

Tabnuya 12. Hapywenus pumma cepoya u npogooumocmu y oOemeu ¢

ounanramayuonnvim penomunom KMII no oannvim XM IKI'

KonunyecTBo neren
Hapywmenus putma cepana 1 NpoBOAMMOCTH (n=106)
Abc. %
Taxukapaus 1HeM 30 28,3
Taxukapaus HOYbIO 19 22,6
bpanukapaus naem 8 7,5
Bbpaaukapaus HOubtO 5 4,7
CynpaBeHTpUKYJIsSIpHAs TaXUKapIAUs 10 9,4
Kenynoukosas s3xkcTpacuctosvs no Lown: 15 14,1
-1 11
-1 1
- 110
-1Va 1
-IVb 1
-V 1

Kak wmbl BuguMm, Hambonee wyacto otmedanoch yuamenue YCC, B
OOJBIIMHCTBE CIIy4yaeB  HMCTOYHMKOM pHUTMa SBIIUICA CHUHYCOBBIM y3el, H
TaxukKapaus sBisuiach mnpossiaeHueM cuHapoma XCH. V10 nanuenrtos
BBISIBJSJIUCH  ANU30/bl CYNPABEHTPUKYJSIPHOM TaxUKapAUH, YTO MOTPeOOBAIO
Ha3HAYEHUs AaHTHAPUTMHUYECKOW Tepanuu Hapsagy c¢ Ttepanuedn XCH, B
JanbHeileM y 4 TMalMeHTOB 3aperucTpUpoOBaHO OBICTPOE BOCCTAHOBJIIECHUE

pa3MepoB JIEBOTO KEIYJI0UYKAa U COKPATUTEIBHON CIIOCOOHOCTH MHUOKapAa, TAaKUM
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0o0pa3om, BEpOSITHO, YTO Y HUX UMEJ MECTO apUTMOTEHHBIA reHe3 AUCHYHKIIUU
Muokapaa. JKemyaouKoBbl€ HApYUIEHUS PUTMA BCTPEHAIHUCHh Y 15 MaIMeHTOB,
MPEUMYILECTBEHHO MPH O0Jiee TSHKEIOM TEUEHUH 3a001€BaHuU.

VYasTpazBykoBoe wuccinenoBanue cepaua (OxoKI) sBrsercss OCHOBHBIM
METOJIOM Kak JJIsi MEPBUYHOM MArHOCTUKU 3a00JIeBaHUM cepaua, Tak U s
OIICHKH MOP(O-PyHKIIMOHAIIBHBIX MMapaMETPOB cep/lia B fuHaMuke. [IpuHumas Bo
BHUMAHUE PAa3JIMYHBIA BO3pACT MAIMEHTOB, BKJIIOUYEHHBIX B HCCJEJIOBaHUE, U
3aBUCUMOCTh MHOTHX TapamMeTpoB DXOKI OoT Macco-poCTOBBIX XapaKTEPUCTHK,
MBI TIPECTABIISIIN JAHHbBIE TApaMETPhl B OTHOCUTENbHBIX Z-EUHUIIAX, TPU STOM B
HOpPME TOKa3aTelb HE JOJDKEH NpPEeBbINIaTh 2 JAOMYCTUMBIX OTKJIOHEHUU OT
CpEIHETO.

B cooTBeTCTBUM € XapaKTEpOM HCCIIEyEMOU MaTOJIOTMH Y BCEX NAUEHTOB
BoisiBieHa awinaranus JOK pasHoll cTenmeHu BBIpaXEHHOCTH, MeauaHa Z-score
JTaHHOTO TIoKazaTensi cocraBuia 4,49 (2,67; 6,5). Beipaxxennas nunatanus JDK ¢
Z-score > 4 orMeueHa y OoibplIMHCTBa JeTei, coctaBuB 61,3% (n=65),
ymepenHas ¢ Z-score JIK 3-4 -y 16% (n=17), nebonbmas ¢ Z-score JIK 2-3 - y
22,7% (n=24) nanueHToB.

CokpartutenbHast crnocoOHOCT, Muokapaa JIJK Obula cHMXKEHa y Bcex
nanueHToB, meauana ®B JIXK cocrtaBuia 38% (28; 46). V 41 (38,6%) pebOenka
OTMEUaJIOCh YMEHBIIEHHE pa3Mepa MPaBOro KEIyI04Ka, YTO ObLIO 00YCIOBIEHO
€ro cpaaBieHueM Ipu BbeIpaxkeHHoW pgunatauuu JIDK. JleBas arpuomeranus
3adukcupoBaHa B jaebroTe 3aboneBanust y 39 (36,8%) mereil, pazmepsl mpaBoOro
npeacepauss B OOJBIIMHCTBE CIIy4yaeB HE BBIXOJWIIM 32 PaMKU 2 JOMYCTUMBIX
OTKJIOHEHUN OT cpexHero. TommuHa creHoK JDK, kak mpaBuio, HaxoAWIaCh B
npejiesiax HOPMaJbHBIX 3HAYEHWM, OJHAKO ToJuHa 3aaHend crteHku JDK y
nanueHToB ¢ HKMII Obuta yBenuueHa 3a c4eT HEKOMITAKTHOTO CJIOSI.

Henoctaro4yHOCTh aTpUOBEHTPUKYISPHBIX KIIAMAHOB PA3JIMYHOU CTEIECHU
BBIPAKEHHOCTHU B J1€00TE 3a00J€BaHUs BCTpeyagach y OOJIBIIMHCTBA NALMEHTOB,
YTO Yallle BCEro ObUI0 00YCIIOBIEHO aHHYJI03KTa3uel (GruOpO3HBIX KOJIEl KiIarnaHOB

Ha (hOHE peMOJIETMPOBAHUS MUOKAp/Ia.
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Tabauya 13. Cmenenv nHedocmamouyHocmu ampuo8eHMPUKYIAPHBIX KIANAHOS Y

oemeli ¢ ounamayuouuvim gpernomunom KMII npu nocmynienuu 6 KIUHUKY

Cremnens AB- KonnuectBo nereit (n=106)

HEAOCTAaTOYHOCTH AoOc. %

HCI[OCTaTO‘-IHOCTB MHUTPAJIbHOI'O KJIallaHa

Jlerkas cTencHb 32 30,2
Cpenusis cTeneHb 28 33,9
Tsoxemas cTerieHb 12 11,3

HGI[OCTaTO‘-IHOCTL TPUKYCHIUAAJIBHOI'O KJIallaHa

Jlerkas creneHb 40 37,7
Cpenusis cTeneHb 15 14,1
Tsokenas creneHb 1 0,95

B OonbIIMHCTBE Clly4aeB PErHCTPUPOBAIUCH JIETKash W CPEAHsIsl CTENEHb
HMK, tspkenas creneHp MUTPaJIbHOM HENOCTAaTOYHOCTH OTMEUeHa y 12 nerent.
HTK oTmeuena Oosiee 4yeM B MOJOBHUHE CIIy4aeB, KaK IPaBUIIO, COOTBETCTBYS
Jerkou crenenu (tabauma 13).

IIpn aHanmm3e 4acTOThl BCTPEYAEMOCTH NOBBIIIEHUS JABICHUS B JIETOYHOU
aprepun no AaHHbIM OXOKI' BbIABIEHO, YyTO B Ae0r0TE 3a00J€BaHUs JErOYHast
runepTeH3us peructpuponanach y 33 (31,1%) nanueHTos.

VY 12 nereii sxokapauorpaguueck 0TMEHYaIOCh aCHHXPOHHOE COKpalIEHUE
creHok JDK pa3HOil cTeneHW BBIPAKEHHOCTH, NOTpeOOBaBUIEE IPOBEICHUS

CEpJICUHOM PECUHXPOHUZUPYIOIIEH TEPAIIUU B S CIIydasix.

3.4. DppexTUBHOCTH KOMOMHUPOBAHHON MeAuKaMeHTO3HO# Tepanuu XCH
NPHU AMJIATAUOHHOM (peHOTHIIE KAPAMOMHUONIATHH Y JIeTeil paHHero Bo3pacra
[Ipu punaranmonHom ¢enorune KMII ocHoOBHas 1enp Tepanuu —
yMeHblIEHUWEe  BblpakeHHocTh  cumnTomMoB  XCH — uw mpoduiiakTuka
reMOJAMHAMHUYECKUX CABUIOB, NPOBOLMPYIOIIMX YXYAIICHHE CUMIITOMATHKU.
CornacHo coBpeMeHHBbIM pekoMeHmauusaM, npu XCH MennkaMeHTO3Has Tepanus

o0si3atenbHO BiitouaeT B ceOst UAIID, BAB, AMKP, o nokazaHusim - THypeTUKH,
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CEpACUHBIC TTTMKO3U/IBI.

CrienyeT OTMETUTB CEPbE3HbIE HEJOUETBI N0 HA3HAYEHUIO TEPANUU M0 MECTY
>KUTEJIBCTBA MAUMEHTaM, MOCTYNAIOUM B HAllly KJIMHUKY. BBISBIEHbI OTKJIOHEHUS
OT PEKOMEHJOBAHHOIO MNEPEYHS OO0S3aTENbHBIX IPENapaToB, HE COONIOJAIUCH
TepaneBTUYECKUE 103bl, KPATHOCTH Npuema. Tak, auiub 36 pereit (34%) nonyvanu
uAll®, BADB Obu1 HazHaueHbl TOMLKO 17 mauuentam (16%), npu 3TOM CcepeyHbIe
IVIMKO3U/IbI BOLIJIM B cXxeMy JieueHust B 65% (n=69) ciyuaeB, kanuiicbeperatroiiye
nuypetuku B 63% (n=62), netneBbie - B 39,6% (n=42), tuazugubie - B 4,7%
(n=5).

[Ipu nepBoit rocnuranu3aumy HazHavyasnoch edyenne XCH B 3aBucumoctn ot
CTEMEHU TSDKECTUM TIOPAXKEHMS  CEpPAld, OLEHMBAEMOW MO  COBOKYIHOCTHU
KJIMHUYECKUX, JTA0OPATOPHBIX M MHCTPYMEHTAJBHBIX JJAHHBIX, B COOTBETCTBUU C
POCCUICKAMU U 3apyO€KHbIMU KJIMHUYECKUMU peKoMeHaaumsamu no yeyenno XCH
y aerent (Tabnuua 15).

WNurnouroper AIID sensitoTcs 00sA3aTENIbHBIMU NPENapaTamMu sl JIEYEHUs
XCH, n 0/KHBI ObITh HAa3HAYEHbI Ha BCEX ITAnax MPOrpecCUpOBaHUsSI OOJIE3HH,
Korjga BbIsgBiseTcs cHukenue PB. IlpegnouyTurenbHbIM MpenapaToM y JeTen
SBJISIETCA KaNTONPWJ, KaK HauOOJiee W3YyYEHHbIN, TAKXKE MOTYT NPUMEHSATHCA
sHaANanpuiI 1 (PO3MHONPUI, IPUYEM MOCJIEHUI NPENapaT NPEANOYTUTENIEH Y AeTeN
C a30TEMUEN, MOCKOJILKY OH UMEET JIBOMHON MyTh META00/IM3Ma (NEYEHb+ITOYUKH).

IIpn nenepenocumoctn MAIIP Bo3moxHO HasHaueHume APA, B pgerckon
NOMYJISIUMKA HanOoJIee U3yYEHHBIM NPENAPATOM SIBJISIETCS JTO3aPTaH.

Haumnas co II &®K XCH, naupeHTamM  moka3aHa  TpOHHAs
HEMpOoropMoHasabHasg Osiokaja, Bkaovaromasas B ceds 6nokatop PAAC, BAB u
AMKP. IIpu punarauponHoMm ¢enotune KMII Hambosiee npegnoyTuTeseH
kapBequiod, kak BAB ¢ addekrom Bazopunararopa. CTOUT OTMETUTH, YTO MPU
BBIPAXKEHHON TaxuKapAuM Mbl ucHoJib3oBaiM BADB Oucomponosn, Tak Kak OH

obusiaaeT 0osee BblpakeHHbIM ahdekTom ypexkenns HCC.
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Huypernueckue npenapaTbl MOTYT OBbITh MCIOJIBb30BaHbl Ha JIIOOOM 3Tare
JIEYEHNs MPU HAJWMYMKA TNPU3HAKOB BEHO3HOro 3actos. [Ipm atom pmst ObicTporo
KYNIMPOBAaHUsI OTEYHOTO CHUHAIpOMA LEJECOOOpPAa3HO MCMOJb30BAHUE NETIEBOTO
auypeTuka Qypocemuaga, B TOM 4YHWCIE€ B NapeHTEpAIbHOM (OpME, a NpH
OTCYTCTBUM  BBIPDA’KEHHBIX  3aCTOMHBIX  SIBJIEHUN  TPEANOYTEHUE  OTHACTCS
TOpaceMUly, B TOM YHCJIE BBHAY €ro JONOJHUTEIBHON aHTUAJIBIOCTEPOHOBOM
AKTUBHOCTH, TaKXE MOXET ObITb HCNOJb30BaH ruapoxyaopruasuj. [lpm
VCIIOJIb30BAHUM TETIIEBBIX JUYPETUKOB Mbl HAa3HAYAJIW JONOJHUTENBHO KypCaMu
npenapar — auneTa3ojlaMujl W3 TPyNnbl  MHMMOWTOPOB  KapOOAaHrWapasbl sl
NpO(UIAKTHAKY CIBUTOB KUCJIOTHO-LIEJIOYHOTO PABHOBECHS.

B coorBeTcTBUM C CcOBpeMEHHbIMM MpefcTaBicHusMA O JeyeHnn XCH,
aurokcuH HaszHadaeTcss jeTsM ¢ ®B JIXK wmenee 40%, uHOrma OH MOXKET
NPUMEHATBCA Y IETEN C 00JIee BBICOKOW COKPATUTENIBHON CIOCOOHOCTHIO MUMOKap/a
B KAyeCTBE AHTHUAPUTMUYECKOro mpenapara, korma BADB wmwm ppyrue
AHTUAPUTMUKA HEI(P(PEKTUBHBI UITU TUIOXO NMEPEHOCSTCS .

Bcem fieTdM Ha MOMEHT BKJIIOYEHMSI B WCCJIEIOBAHUE ObUIM HA3HAYEHBI
nAII® B kauecTBe Oa3UCHON TEpanuM CEPACYHON HerocTaTouyHOCTH. Tepanus BADB
npu 1-i1 rocnuranu3aumym MHULMUMpoBaHa Oosnee yem y 80% perenn 1-i1 m 2-i
rpynnbl MU TMOYTM y BCeX nNauMeHtoB 3-ii rpymnbl. BADB npu mnepsoit
FOCIIMTAIM3ALMA  HE HA3HAYAIMCh B CIIy4ae BbIPAXKEHHON apTEpUabHOM
TMIIOTEH3UH, CONPOBOXK/JAEMON IJIOXUM CAMOYYBCTBHAEM MALMEHTA.

TurpoBanue no3 nAIl® nm BAB npoBoguiiocs no pa3pabOTaHHOV Hamu
cxeMe (Ttabmuua 14), Mo3BOJMBIIEN OBICTPO NOCTUYL TEPANEBTUYECKON [I03bl U
n30exaTb NoOOYHbIX 3(dekToB, Takmx Kak cHukenne YCC un AJl. Cpemm
uHruonTopoB AIIP Hanbonee 4acTo MCNONB30BAICA KANTONPUI B HAYAIbHOM J103€
0,1-0,2 wmr/kr/cyT, pa3jejieHHOM Ha 3 mnpueMa, 4Yepe3 JIeHb /1032 MOCTENEHHO
YBEJMYMBANACH, 10 AOCTUXKEHUS] TEPANEBTUYECKOW 2 MI/KI/CyT, MOJ KOHTPOJEM
YCC u AJl. AHaIOrMuHbIM 00pa30M HA3HAYAIUCH APYrME MpenapaTbl U3 TPYNIbI

uAII®, cobnronasi peKOMEHAOBaHHYIO 103y M KpaTHOCTh npuema. Cpeqn BADB, B
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COOTBETCTBUM C COBPEMEHHBbIMU PEKOMEHJALUSIMU, TPU  BBIPAXKEHHON [IWJIATALVH,
cepuunoctn JIZK n cHukenun ero @B npumeHsnm KapBeUIOi, PYU TaXUKAPAAN
NpenapaToM BbIOOpA SBJSICA OMCOIMPOJIOJ, YUUThIBasi €ro OoJiee BBIPAXKEHHOE
BimgHrue Ha YCC. HavanbHas fo3a npenapatoB coctasisia 1/10 ot uenesoid,
YBEJIMUEHUE [103bl MPOUCXOAWIO uepe3 JeHb, noj kKoHTpoiem YCC wu All,
napaaienabHo ¢ uHruoutopamu AllD, cobmromas 4yepenoBaHuE JHEN MOABEMA
JIO3UPOBKU 3THUX JIBYX CPYII NPENapaToB.

Tabauya 14. Paspabomanuasn cxema mumpo8anus 003vl 0CHo8Hbix UAII® u BAB

npu aevenuu XCH y 0Oemeii pannezo so3pacma

IIpenapar Jlo3a mpemnapata, MI/KT/cyT
- | 2-#t | 3-it | 4-%t | S5-it | 6-¢t | 7-¢1 | 8-t | 9-# | 10-#t | 11-81 | 12-i 13-i
JIeHb | JIeHb | JIeHb | JIeHb | JeHb | IeHb | ACHb | ACHb | JeHb | IeHb | JCHb | JeHb | JACHb
uAIlD 0,1- 0,3 0,6 1,2 1,6 1,8 2,2
KalTOIPUI 0,2
uAIlD 0,05 0,1 0,2 0,3 0,4 0,5
SHAJIAIPIII
FAB 0,1 0,2 0,4 0,6 0,8 1
KapBEAUIION
FAB 0,05 0,1 0,15 0,2 0,25 0,3
OHCOMPOIOT

* [TareHnT Ha u3oopeTeHune PP Ne 2768596 ot 24.03.2022

Takum oOpa3zoM, K 14 [HIO rocnuTaiuM3auuu B OOJIBIIMHCTBE CJIy4YacB
YIAETCS AOCTUYb TEPANEBTUYECKOW [03bl OCHOBHBIX IPENApaToOB [Isl JICUYEHUS
XCH, 4YTO MO3BOJSET 3HAYMTENBHO COKPATUTh CPOK NpeObIBaHMSI peOEHKa B
CTALMOHAPE U BbINMKUCATh peOCHKA 1Sl MPOAOJIKEHUSI aMOYJIaTOPHOTO HAOJIIOJIEHUS
Ha ONTUMAJIbHBIX JJ03aX npenapaTtos ais aeyenns XCH.

B kauectBe AMKP wucnonb3oBanu cnvpoHosakToH B fo3e 0,5-1 mr/kr/cyT
OJHOKPATHO, OH ObLI1 Ha3HauyeH Oosiee yeMm y 1/3 nmaumenTtoB 1-i rpynnsl u Oosnee
YeM B % CJly4aeB MAUMEHTOB 2-i U 3-1 TPYMIIbI.

Huypernueckue mnpenapatbl (pypocemusi, TOpacemMuy, THAPOXJIOPTUA3UL)
UCIMOJIb30BAJIMCh B MUHMMAJLHOW JEHCTBYIOLIEN J103€, MNOAOOp MPOBOAUJICS
MHAUBUYyanbHO. Pypocemuyy UCNONB30BAIM TPU  BBIPAXKEHHBIX  3aCTOMHBIX
SIBJICHUSAX , TOPACEMHUJ] M TUAPOXJIOPTHA3H/] HA3HAYAIMCH NPY HEOONBILION 3a/IEPKKE
>KUJKOCTH, OTAaBasl MPEANOYTEHUE TOPACEMUJY C YYETOM €ro AOMOJHUTEIBHOIO
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anTudguodbpoTnyeckoro cporctBa. I[laguenTtam 1-i1 rpynmnbl, Kak npaBuiio, ObLla
NPOIOJIKEHA Tepanusi NpenaparoM W3 TPYMIbl TUA3WAHBIX JUYPETUKOB JMOO
TOPaCEMUJIOM, JETM U3 2-f TpyNnbl Yalle HYXJAIWChb B HA3HAYEHUM WU
NPOJIOJIKEHNU JIEYEHNS TIETIEBBIM JUYPETUKOM (PYPOCEMUJOM, BCE NMALUMEHThI 3-i
rpynnbl - nonaydamu  pypocemu.  CTOUT OTMETUTB, 4YTO HEOOXOIMMOCTH
NPOJIOJIKEHUSI IUYPETUYECKON TEPANM y NALMEHTOB U3 1-# rpynibl B OCHOBHOM
Obl1a OOYCJIOBJIEHA HA3HAYEHUEM HEAIEKBATHO MHTEHCUBHOW MOYETOHHOM Tepanvu
O MECTY >KWTEJIbCTBA, YTO HE TO3BOJISIIO OTMEHUTh €€ 3a KOPOTKMI CPOK
CTALMOHAPHOTO HAOJIOJICHUSI.

JIUrOKCUH B COOTBETCTBUM C KIMHUYECKMMU PEKOMEHJAUMSAMU ObLT HA3HAYEH
nagrentram ¢ ®B JIXK < 40-50%, B no3ze 3-6 MKI/KI/CYT OJIHOKPAaTHO, OH
NPUMEHSJICS Y BCEX NALMEHTOB 3-I rpymnsbl, 75% u 42% perent 2-i1 u 1-it rpynnbl
COOTBETCTBEHHO.

Croutr oTrmeTuTh, YTO OOJBIIAA YacTh npenapaToB ns jedyenns XCH,
Bkmovyasg MAIID n BADB, He pa3pelmieHa K nmpuMeHeHUIO y jietein B PP, naHHble
npenapaTtbl NPUMEHSUIUCh B COOTBETCTBUMM € mnpoTokosoM off label, mnocae
NOJIyYEHUS] OT NPEJACTABUTENS MMALMEHTAa MOANMCAHHOTO WH(MOPMUPOBAHHOTO
corjlacusi Ha MPUMEHEHNE TPENapaTa v pa3pelieHns JOKAJIbHOIO PETYJIUPYIOLIETro
oprasa.

Tabauya 15. Yacmoma nasnauenus npenapamosd oasn sevenus XCH na momenm

BKAIOUCHUA 8 uccaeoosanue 6 aasucumocmu om ©®K XCH

I-arpymna (I | 2-g rpynna 3-4 rpynna

. ®K XCH, | (I ®K XCH, | (II-IV ®K B_Cf(r)g
Pymna npenaparos n=38) n=33) XCH,n=35) | (=106)
Aobc. % Aobc. % | Abc. % Aobc. %
uAIld/APA 38 100 33 100 35 100 106 100
BAB 32 84,2 27 81,8 | 34 97,1 93 87,7
[letnesble fuypeTuku:
- pypocemup 10 26,2 25 75,6 | 35 100 70 66
- TOpacemMu] 5 13,1 5 15,2 1 2.9 11 104
TuasugHble qUYypeTUKA 13 342 3 9.1 0 0 16 15,1
AMKP 14 36,8 26 78,8 | 27 77,1 67 63,2
CepyieuHble ITUKO3U/IbI 16 421 25 75,8 35 100 76 71,7
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[Io6ounble 3¢dekTsl Ha (poHE MNPOBOAMMON TEpPANMA OTMEYEHBI B
€IMHUYHBIX cay4dasx. Tak, B 5 ciyyasix Ha (OHE TIpuemMa KanTONpUiIa
(pukcupoBaNOCh NMOBBILICHWE YPOBHS KPEaTHMHMHA, MOCIJE 3aMEHbl Npernapara Ha
(po3rHONPUIT ypPOBEHb KPEATMHMHA HOPMAIMA30BAJICS. 2 MAUUEHTOB, MOJYYarOIIMAX
KanTONpuUJ, OECIIOKOWII HABSI3YMBBIN CyXOW Kallesb, YTO MOCIYXKUAJIO OCHOBAHUEM
€ro 3aMeHbl Ha npenapat u3 rpynnsl APA. HazHaueHue neT/ieBbIX JUYypeTUKoB y 16
JIETEl  CONMPOBOXKAAIOCH  YMEPEHHbIMA  3NEKTPOJUTHbIMA  HAPYLICHUSIMHU
(runokanmemMusi, TMIOHATPUEMKS ), KOTOPbIE ObUIM CKOPPUTMPOBAHbI YMEHBILIEHUEM
103bI MOYETOHHOTO MpenapaTa 1 NPUMEHEHUEM MPENAapaToOB KaJausl U MarHusl.

Ha ¢one Tepanum Bo Bcex rpynmnax OTMEYAIOCh yIy4YLIEHUE CAMOYyBCTBHS
Y KJIMHAYECKOTO COCTOSIHMS MAUUEHTOB, COKPATUTEJBLHOW CHOCOOHOCTH JIEBOTO
JKENMylouKa, 0OpaTHOE pa3BUTHE PEMOJEIMPOBAHUS JIEBBIX IMOJIOCTEN cepaua Mo
NaHHbIM 3xo0Kapauorpacduu (Tadmvua 16). B 1-it u 3-ii rpynnmax CTaTUCTUYECKU
3Haunmoe (p=0,001 u p<0,05 cooTBeTcTBEHHO) NOBbILLICHUE PB perucTpupoBaioch
yke uepe3 6 MecsiieB MOCje Hayajla Tepanuu, BO 2-U rpynme — uepe3 1 rop
(p<0,05). B 1-i1 n 2-i1 rpynmax ®B JI2K npopomkana yBennumBaTbCA B TEYEHUE
BCETO NMeproja HaOIIOEHNS, Y TAUMEHTOB 3-i TPyNIbl OHA OCTABAJIACh BECh NEPUON
HAOIOICHNST 3HAYUTEJILHO HUKE, YEM y MAUUEHTOB 1-ii U 2-i rpymm, yepes3 S5 JeT
HaOmopennss menquana ®B JIXK Obuta Huke, yem uepe3 3 roja HaOJIOJECHUS.
Cratuctnyeckn 3HaunmMoe ymesblieHue Z-score KJIIP JIZK ormeueHo BO Bcex
rpynnax uepe3 6 MecslUeB MOCjie MNEpPBOil TrocnuTanu3auuu, B 1-i rpymme
NOKa3aTeb HOPMAJIM30BAJICSl YK€ Yepe3 NMOoJrojia HaOoeHus, BO 2-1 — ciycTs 3
roja, a B 3-i IpPyIIe OCTABAJCS YBEJIWYEHHBbIM HA NPOTSKEHWU BCETO NEPUOJA
HaOmofeHnsl. Y NauyMeHToB 3-i rpynnbl 4epe3 3 roga Nocle Hayaja Tepanvu
3a(PMKCUPOBAHO CTATUCTUYECKM 3HauuMoe yMmeHbluenue Z-score JIIT (p<0,05),
OJJHAKO JIaHHBII MOKA3aTeNlb OCTABAICA YBEJIWYEHHBbIM B TEUYEHHUE BCETO BPEMEHU

HAOJIIOTIEHUSI.
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Tabnuya 16. Ioxazamenu IxoKI' Me (25,75 nepyenmunv) y nayuenmos c¢ ounamayuorwHvim gernomunom KMII na momenm

nepeu%oﬁ cocnumaiuzayuu u 6 OUHAMUKe

Tpumeuatue: *p <0,05 ** p=0,001 **¥p<0,001

1-g rpymna (I ®K XCH)

2-a rpymna (II ®K XCH)

3-a rpymna (III-IV ®K XCH)

IToka3zare
b Hcx. 6mec. | lrog | 3roma | 5 nmer Hcx. 6 Mec lrom | 3roma | 5ner Hex. | 6Mmec. | 1rom | 3roma | 5 mer
Z-score 29 1,505 | 1,84 141 1,92 424 3,55 2,61 1,11 1,68 6,885 | 6,52 5,77 472 421
KIOPJIX | (2,16; |(0,72; | (0.8; (095; |(0,89; |(2,66; |(1,25; |(094;3|(05:2, | (0,67;2|(5,63:8 | (4,24;7 | (3,76;7 | (3,17;6 | (2,21;5
4,29) 243) | 2,61) [2,02) |2,53)* |581) |4,58)% | 94)¥* | TT)¥EE | A4)yRE | T4) 8)* JA8)F | 21)** | 58)**
ok ok ok * * * * *
Z-score 0,71 0,44 043 0,83 0,76 1,315 | 0,98 0,7 0,97 1,45 3,04 2,99 2,69 2,22 348
pasmepoB | (0,05;1 | (-0,82; | (-0,08; | (-001; | (0,67; | (0,365; | (0,46; | (0,05:0 | (0,63;2 | (0,92;1 | (1,28;4 | (2,29;3 | (2,12;3 | (0,53;2 | (1,42;4
JIIT 23) 1,33) | 133) |127) |1,61) |2535) | .84) S4) 1) ,79) 09) ,84) S52) 68)* | 53)
®B, % 44 495 52 53 58,5 38 48 48.5 50 55 25 31 335 42 36
(40;52) | (45:60 | (49.5; | (47.5; |(49,5; | (28,75; | (35; (38,25; | (44:62 | (49,75; | (24;36 | (25;39 | (30;45 | (33;52 | (31;54
) 59) 63,5) | 64,25) | 45.25) | 54) 56,25) |) 60,25) |) )* ) ) )
% ok ok ok * ok ok % ok ok




[To maHHbIM peHTreHorpaduy 3apeEruCTPUPOBAHO CTATUCTUYECKUA 3HAYMMOE
ymenblenne KTU Bo Bcex rpymmax (tabmuua 17): B 1-ii rpynne yxke yepe3 1 rop
NOCJIE Hayasa Tepanuu, y aeTei 2-i u 3-# rpynmsl ciycTs 3 roja.

Tabnuya 17. KTH Me (25; 75 nepyenmunv) y nayuenmos ¢ OuiamayuoHHbIM

Gpenomunom KMII na momenm nepsuyHot 20CRUManu3ayuu U 8 OUHaMuKe

I'pynma KTH, %
Ucxonuo 6 mec. 1 ron 3roga 5 ner
151 rpymma 58(55:62) | 57 (53:6025) | 56 (53:57,5)% | 53 (52:55)%** | 50 (48,25;52)%%*
(I K XCH) ’ 00 w7 ’ s
2-1 rpymna (II . . . . .
©K XCH) 63,5(58:67) | 61 (57:65) | 59(56,75:63) | 56(55:61)% | 53(50,75;56)%%*
3-4 rpynna
(III-TV &K 67 (64:72) 66 (64:70) 67(64,5:68) | 64,5(63:66,5)% | 59 (55,65)%%*
XCH)

[Tpumeuanue: *p <0,05 ** p=0,001 ***p<0,001

CHmxenne ypoBHs JabopatopHoro mapkepa CH NT-proBNP  Obuio
CTaTUCTUYECKHM 3HAYMMBbIM 4Yepe3 6 MecsleB OT Hayajna Tepanuud B 1- u 3-i
rpynnax (p<0,05 u p=0,001 coorBeTcTBeHHO), yepe3 | roj - y mauuMeHToB 2-i
rpynnsl (p=0,001) (Tabmuua 18).
Tabnuya 18. Konyenmpayus NT-proBNP Me (25,75 nepyenmuns) y nayuenmos c

ounamayuounvim penomunom KMII na momenm nepeuuHol cocnumanu3ayuu u 6

OUHAMUKE
Fovima NT-proBNP, nr/mn
py Ucxonuo 6 Mmec. 1 rox 3 roga 5 et
153 112 45
1-g rpynma 380 ) ] ) 50.5
(I®K XCH) | (89;587) (73.75:309.25) | (37.5:212.75) 1| (245: 100) 1 (53 5.117 75
2"&{131‘{1“3 960.5 396 180 132 51
XCH) (560,68;1591,2) (221; 551,5) (75;285,5)** (32;145)* (21,5;126,5)
(31'1’{_?\’,%“12 6784 2024 1290 384.5 5375
XCH) (3536;11536) | (550;3709)%* | (403:2343)*** | (245;971)* (67:2034)

Tpumeuatue: *p <0,05 ** p=0,001 ***p<0,001
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Cnyctsi nmosroa mnocyie Hadaina tepamuud y 41,9% nauueHToB OTMEYEHO
ynyuienne @K XCH, y 57% nauuento @K XCH ocrasics npexHum, B 1 ciayyae
oTMeuyasioch Hapactanue TsokecTd XCH, 4To 6bu10 00YCOBIEHO HEIOCTATOYHOM
a(ppeKTUBHOCTBIO MenmkaMeHTo3HoN Tepammn XCH Ha ¢oHe wmuTpanbHON
PETYPrUTAUMM TSKENOW CTENEHM M NOTPEOOBAIO B NAIBHENIIEM XUPYPruyeCKOWM
Koppekumu (Tadauna 19).

Tabauya 19. Qunamuxa @K XCH no Ross cpedu nauyueHmos, npoOOAHUBULUX

HabawOeHue, uepe3 6 mecayes om HaA4aAAad mepanuu

I'pynmna 1-a rpymmna (I 2-grpymna (I | 3-a rpynna (I1I- Bcero (n=93)
®K XCH, n=37) | K XCH,n=28) | 1V &K XCH,
n=28)
Abc. % Abc. % Abc. % Abc. %
OK ynyummincs 0 0 21 75 18 643 39 419
dK 0e3 uzMeHeHnit 37 100 6 214 10 35,7 53 57
OK yxynummics 0 0 1 3,6 0 0 1 1,07

[Ipu punammueckom HaOmopenun y 37 (34,9%) pereit  3adukcupoBaHa
HOpMaJIM3alys 3XOKapauorpapuyecKnx nokasareiiei, B OOJBIIMHCTBE CIy4aeB Y
nauMeHToB 1-i m 2-u rpymnsl (Tabiauua 20). B ocHoBHOM mapametpbl DxoKI
NPUXOJUJIA B HOPMY B TeueHre | roga OoT Hayana aieKBaTHOrO MEUKAMEHTO3HOTO
JI€YeHns, HO TakxKe oOpaTHoe pemopenupoBanue JI2K u Hopmammsauuss OB
PETUCTPUPOBAIIACH CIYCTS 3 TOAA M B €AMHMNYHBIX CIIyYasiX CIOYCTs S5 JIET OT HavaJia
HaOmoeHnsi. CTOMT OTMETUThb, YTO B YaCTH CJIYYaeB IMOCJE HOPMAaIU3alyu
pasmepa JIZK uM ero CoKpaTuTeJbHONW CIOCOOHOCTM BHOBb OTMEYAIOCh
PEMOJIETIMPOBAHME JIEBOTO  KEJIYAOYKA, CBUAECTEIBCTBYSI O HEOOXOAMMOCTH
JUIMTEJILHOTO IMCIIAHCEPHOTO HAOIFO/IEHUSI.

[Tony4yaemasi Tepanusi peryJiMmpoBaiach Npy CTAMOHAPHBIX OOCJIEIOBAHUSIX,
4aCTOTa KOTOPBIX 3aBHCEJIA OT KIIMHUYECKOIO CTAaTyCa MaUMEHTOB M NMOKAa3aTelen

J1a60PATOPHO-UHCTPYMEHTATILHOTO OOCJIEIOBAHUS.
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Tabauya 20. Cpoku HOPMAAUIAUUU IXOKAPOUOPADUUECKUX NaApaAMempos 8

3asucumocmu om ucxooroo ®PK XCH

I ®K XCH II ®K XCH II-1V ®K XCH Bcero
JIUTeIbHOCTD
(n=38) (n=33) (n=35) (n=106)
HaOJIIOICHUAS
Aobc. % Aobc. % Aobc. % Aobc. %
6 Mecd1eB 11 289 6 18,2 3 8,6 20 189
1 ron 1 2,6 4 12,1 1 2.9 6 5,7
3 roma 3 79 3 9,1 1 29 7 6,6
5 ner 0 0 3 9,1 1 29 4 38

[Tpu kaTamHecTMuecKOM oOcjefloBaHUM uepe3 6 MecsleB nauueHtTam 1-i
rpynmsl (pUCYHOK 12) Tepanusi cepieYHbIMU IIIMKO3UIaMU ObLIa MPOJIOJIKEHA JIULIb
B 18,4% cayuaes, uepe3 1 rog - y 7,14% nauueHTOB, yepe3 S5 JeT OT Hadaia
HAOMIOfIEHUs] TPUMEHEHHe CepfieuHbIX TJIMKO3WIOB B [IAHHOW TIpyMnmne He
TpeboBanock. Cnyctss 1 rop mociie Havyajna JIeYEHMs] Tepanuio (ypoceMuoMm
npoioKuau nonyvats 7,12% nauueHToB, rufipoxjopTuazugioM 3,6% nauueHToB,
topacemMujioM 14,2% naumentoB. Cnyctst 3 roja nocsje Havyajia JeYeHusl NaqueHTam

B IAHHOM TPYyIIE Ha3Havascs Jullb Topacemus (20%).
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By ATID B Bera-6nokaroper M Oypocemun ™ Topacemus BT uapoxnopruasuy B Crnuponosnakron B J[urokcuH

Pucynok 12. Yacmoma HasHaueHus npenapamos OAA KOMNAEKCHO0 JeYeHUs
XCH y nayuenmos 1-ii epynnbt npu HAOAH0O0eHUU 8 OUHAMUKE

B npopomkennn tepann MAIIP/APA cnycrs 1 rog or Hayana Tepanuu
Hyxjamucb 92.8% naugueHToB, cnycta 3 roga 70% mnauueHTOB, COyCTs 5 JeT

HaOmonenust tepanus uHruonropamu AlIP Obula OTMEHEHA NMOYTH Yy TOJIOBUHBI
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nauyeHToB. Tepanusa BADB npu o6cnenoBannm yepes 1 ropg tpedosanace 81,2%
naiueHToB, uepe3 3 roga u 5 et 70% u 63 ,6% naluueHToB, COOTBETCTBEHHO.

Bo 2-ii1 rpymne (pucyHok 13) B MNpOAOJDKEHMM TEpaluy CEPACYHbIMU
[JIMKO3U/IaMU CyCTsl 1 ro Hy K1annch MeHee noJioBuHbI (44 %) nauyeHToB, CIyCTS
5 net Ttonbko 10% pnereii. IletsieBoii quypeTuk pypocemMuy] Yepes MoJroja mnocie
Hayaja Tepanuy ObLI MOKAa3aH MOJIOBMHE MAUMEHTOB, yepe3 3 roja - juib 11,1%,
yepe3 S JeT HaOofeHusi Tepanuio (QypoceMuioM yaaloCh OTMEHUTH BCEM
nagveHTam otoir  rpynnbl. COOTBETCTBEHHO CHUXKEHUIO [IOJIM TMAallueHTOB,
noJyiyyaromux (ypocemMuji, yBeJMUYMBaAJIach [OJisl JIeTel, MNOJyyarolluX MeHee
«arpecCUBHYIO» Tepanuio TopaceMuaom: ¢ 15,2% ucxogHo no 32% yepes 1 rop, B
NIAJIbHEMIIEM YacTOTa Ha3HAUYeHUs Tepanuu TopaceMupoM He MeHsuiachk. Cnycts 3
rofa uAIl®/APA npopomkunu noay4dats 77,7% nauueHToB, cnycts 5 aet - 60%.
BAB HazHauanuch NMpakTUUYECKW BCEM MalUMEHTaM Ha MPOTSKEHUU BCEro mnepuoja
HAO/MIOfIEeHUs, K 5 rojaM IocJje Hayaja JieYeHUs] MPOjIoJIKeHUe Tepanuu JaHHON

rpynnoy npenaparos TpedoBasiock 70% peTeii.

HcxoaHo 6 Mmec. 1 roxn 3roma 5 ner
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B yAlID ®bera-6mokaropel ® dypocemun ® Topacemun M I'uppoxnopruazua ™ CrupoHonakToH W J[urokcuH

Pucynox 13. Yacmoma Ha3Hauenus npenapamoeé OAs KOMNAEKCHO0 JAeHeHUs
XCH y nayuenmoag 2-ii epynnbt npu HAOAHO0EHUU 8 OUHAMUKE

Y nmaguenToB 3-i1 rpynnsl (pucyHok 14) tepanus nAII®/APA nu BADB 6bu1a
NPOJOJKEHA MPAKTUYECKU HA MPOTSXKEHNUU Bcero nepuopa Haodmoaenusi. Cnycrs 1
roj] MocJie Hayaja Tepanvuy Ha3HAYeHWE CEePACYHbIX TNIMKO3U0B TpeboBasiochk 80%
fieTeil, cnycTsi 5 JeT — MNoJIOBUHE MauueHTOB. Jloyisi manueHToB, MOJy4Yarolux

Tepanuio (pypoceMuoM, NMpU HAOMOEHMM B JuHamuke cHusmiaack oT 100%
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ucxofgHo o 41,7% uyepe3 5 netr oT Hayana Tepanud. B coOTBETCTBUM C 3TUM
YBEJIMUWIIACH JIOJISL JIeTel, TMOJIyYaroluX B KadyeCTBE MYPETUYECKON Tepanuu
Topacemuji — ¢ 15,2% ucxopno o 62,5% 4vepe3 3 roga. CnycTs 5 JeT oT Havala

H&GJIIOJICHI/ISI B TEpalru TOPACEMUIOM HY2KJAJ1aCb IIOJOBUMHA IMAaOUCHTOB 9TON

IpyIIIbI.
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Hcxoxno 6 Mmec. 1roxm 3roma 5 et

ByAll® W Bera-6nokatoper ™ dypocemun © Topacemun M I'mapoxmopruasun M CroumpononaktoH M J[urokcuH

Pucynok 14. Yacmoma Ha3HaueHus npenapamoé O0OAf KOMNAEKCHO0 A€HEeHUS

XCH y nauuenmos 3-it epynnvt npu HaOAOOeHUU 8 OUHAMUKE

IIpu anamuze ®K XCH cpenm o0umiero KoamyecTBa NaUUEHTOB Ha (POHE
Tepanuy NoJy4eHbl clelytoluye pe3yabTarhl (pUcyHoK 15): yepe3 6 Mecsues nociie
Hayasa Tepanuu 1051 nagueHToB ¢ I ®K XCH yenununnacs ¢ 35,9 o 70,8%, noas
naguenTos ¢ Il u III ®K XCH ymenbiunace ¢ 31,1% u 28,3% no 15,7% v 13,5%,
cootrBeTcTBeHHO. IV ®K XCH cnycts 6 mecsueB OT Hayana Tepanvud He OblI
JMATHOCTUPOBAaH HU y ofHoro pebenka. Ilpu panbHeiem HaOMOAEHUN
pacnpenenenne PK XCH cpenu o0iiero KoamyecTBa MaleHTOB MPUHUUIUATIBLHO
HE OTJIMYAJIOCh, OJJHAKO CHYCTsS 3 roja OT Hayajla JeuyeHWsl B HalieM LeHTpe y 1
pedenka ¢ HKMII ormeueno napactanme PK knacca XCH pgo IV, uro

noTpeOoBAJIO HAaNpaBJieHUs1 peOeHka Ha nposefienne TC.
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HcxonHo 6 mec 1 ron 3 rona 5 ner
BOKIXCH ®WOKIIXCH ®OKIIIXCH DK 1V XCH

Pucynox  15. Pacnpeodenenue nayuenmos 6 coomseemcmeuu ¢ ®K XCH npu
OUHAMUHECKOM HAOAOOEHUU

Mbl mpoBend aHanM3 UHAMUKM ~ BCTPEYAEMOCTHA  HEJOCTATOYHOCTH
aTPUOBEHTPUKYJISIPHBIX KJIaaHOB Ha (poHe jedyenus: (pucyHok 16). Uepes noaropa
OT Hayajla TeEpanum OTMEYEHO YBEJMYEHUE JI0M JieTel ¢ jerkoi creneHbro HMK u
HTK u yMeHbllleHHE [0/ MALMEHTOB CO CPEAHEN U TIXKEJION CTENEeHbIO
HepoctatoyHocTn  AB-kimamanoB. Cnycrss 3 roga oT  Havyana  HaOJIIO[IEHUS
peructpupoBasiach TOJIbKO Jserkasgd u cpepnsss crenenn HMK un HTK. Tem He
MEHEee, K KOHIly Mepuojia HAOJIIOJIEHUsI PEeryprutauvs Ha MUTPAIBHOM KJIAlaHe
BBISBJISITIACH 00JIEE€ YEM Y MOJIOBUHBI OOJIBHBIX, PETYPrUTaAUsl HA TPUKYCIUIATIBHOM

KJIanaHe — 00Jiee YeM y OJIHOW TPETH OOJIbHBIX.

100%
80% ' I
60% B TssKenas CTereHb
40% = B CpetHsist CTeNeHb
19,3 w2 % |
7,9

61,6 .
42,2 39,7 ) Jlerkas crenenn

20%
0%

4 j Het nenocraTounoctu

HMK HMK HMK HMK HMK HTK HTK HTK HTK HTK
MCXOMHO uepe3 6 uepe3 1 gepe3 3 depe3 5 mcxonHo yepe3 6 vepe3 1 depe3 3 uepes 5
Mec. ron roza ner Mec. roJ roja ner

Pucynox 16. Yacmoma ewviasaenua HeoocmamouHocmu AB-xkaananoe npu
OUHAMUYECKOM HAOA0O0eHUU Y Oemell ¢ OuramauuorHbim pernomunom KMIT
[To panHbiM DxoKI' uyepe3 6 wMecsilieB Tepanud NPU3HAKU JIETOYHOMN

TUNEPTEH3UM OTMEYAIUCh Yy 13 maupenToB, yepe3 1 rog — y 11 maumentoB. CnycTs
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3 ropga HaOJIIO[IEHUS JIeTOYHAsl TMNEPTEH3Usl 3aperucTpupoBaHa y 4 MaluueHTOB,
yepes S et - y 5 ereit (Tabauya 21).
Tabauya 21. HYacmoma 6biAaGAeHUA N€20UHOU 2UnepmeH3uu y oOemeil ¢

ouaramayuuorHvim pernomunom KMII npu nHabaroOenuu 8 OuHamuxe

J
CrofHad Hcxopno 6 Mec. 1 rox 3 ropga 5 et
TUNEePTEeH3U
a
Aobc. % Aobc. % Aobc. % Aobc. % Aobc. %
eCThb 33 31,1 13 13,5 12 154 4 74 5 15,6
HET 73 68,9 83 86,5 66 84,6 50 92,6 27 84 4

Hanee  Mbl  uUCCIENOBaIM  [VMHAMUKY  HEKOTOPBbIX  IOKa3aTeJiew
axokapauorpaduu Ha poHe JeYeHUs: B 3aBUCUMOCTHU OT HO30JI0TUH (PUCYHOK 17).

Y naguenTtoB ¢ qunarauoHHbiM gernotunom KMII 6e3 npusnakos HM JI2K
B TEUYEHME BCEro MEepUOJia HAOIIOACHUSI OTMEYAIOCH CHUXKEHUE CPEIHErO 3HAYCHUS
Z-score KIP JIZK, xorss oH ocraBaicst yBeanmueHHbIM. Y jaerern ¢ HKMII npu
HAO/IO[ICHNM B TE€YEHUE rOjfjla OTMEYAJIOCh CHUXKEHUE CPEHEro 3HaueHusi Z-score
KIP JIXK ¢ 4,64 o 3,12, ogHako npu jlajbHeileM HaboaeHn 3apuKCUpPOBaAHO
HapacTanue auinataguu JI2ZK, 4To MoXkeT ObITh CBA3aHO KaK C HEOJIaronpusiTHbIM
XapakTepoM 3a00JieBaHUs, TaK W C HEOOJbIIMM KOJIMYECTBOM MALUEHTOB,
NPOJIOJIKUBILUX HAOJIOIEHUE B Te€UeHUe S JieT.

[Ipu anamuze puHamuku pa3mepoB JIIT ycTaHOBIEHO, UTO CpefiHEE 3HAUYECHUE
Z-score JIII y manpmenToB ¢ punataumoHHbIM (peHoTunoM KMII 6e3 npusHakos
HM JIXKX Hopmanu3oBanioch B TeueHWe 6 MecsilieB HaO/IOfieHusI U Jlajee He
BBIXO[IMJIO 32 TPEAebl HOPMAJbHbIX 3HAYEHUN B TEYEHUE BCEro MEepuoya
HaOomopnenns. Cpenu perern ¢ HM JIK npu kaTaMHECTMYECKOM OOCJIEIOBAHUA
yepe3 6 MecslieB OTMEUYEHO HE3HAUMTEJLHOE YMEHbIICHUE CPeHero 3HaueHus Z-
score JIIT, ogHako B gajbHEMIIEM MOKA3aTeb HAPACTANl, TAKUM 00pa3oM, K KOHILY
nepuoja HaOIIOEHNS N0 JJAHHBIM 3XOKapArorpaduu BbISIBIISIACH YMEPEHHAs JieBas

aTpuoMeraluvsi.
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Pucynox 17. OcHosuble nokazameau IxoKI (cpeOnee 3HaueHue) npu
OUHAMUUECKOM HAOAOOEHUU 8 3ABUCUMOCIU OM 3A0D0N€B8AHUSA

Ha d¢one neyenus no paHHbiM  OXOKI' oTmeyeHo ymiydmeHue
COKPATUTEJLHON CIOCOOHOCTA MHUOKapja. Y TMalMeHTOB C AWIATAUUOHHBIM
¢penotunom KMIT 6e3 npuznakoB HM JIZK uepes 6 MmecsieB HabMOeHUS CpejiHee
3Hauenue ®B ysenuumsiocs ¢ 34,08% no 41,54%, nanee Tak e 3apUKCUPOBAHO
yJYUILIEHUE COKPATUTEBLHON CIIOCOOHOCTY MUOKAp/a, OIHAKO JJAHHBIN MMOKAa3aTellb
B TEUEHUE BCEro Mepuojia HAOMOIEHNST OCTaBaJIC HUXKe HOpMbI. Y feteir ¢ HKMII
B T€UEHHE NEPBOTO Irofia HAOJIOJIEHUS BbISIBJIEHO HEOOJIBILIOE YBEJIMYEHUE CPETHETO
3Hauenusi ®B JIXK ¢ 39,53% no 43,75%, onHako npu HAOIOJIEHUU B TeUeHUeE
NOCIEAYOIMX JET Mo JaHHbIM OJXOKI'  perncTtpupoBaioch  CHUXKEHHE
COKPaTUTEILHON CIOCOOHOCTU MUOKAp/IA.

Y nauyeHToB ¢ BepUPUUMPOBAHHONW  MOJIEKYJSIPHO-TEHETUYECKUMU
METOflaMU  OOCJIEIOBAHUSI TeHETUYECKU JeTepMuHupoBaHHo KMII Tteuenne
3a00JIeBaHUSI ObLIO Pa3IMYHbIM: OT NOJIHOM HOpMaJIU3alyn
MOP(hOPYHKIMOHANIBHBIX MapaMeTPOB CEPALA [0 HEONaronpusiTHOrO TEYEHUS C
netanbHbIM ucxogoM b0 TC. Tak, 2 AeBOYKM C NMATOr€HHbIM HYKJIEOTUIHBIMU
BapuaHTaMu B reHax capkomepa (c¢.337C>G B rene TPMI wn ¢.394G>C B reHe
TCAP) neMOHCTPUPOBAIMA TSKEJIOE TEYEHUE 3a00JIEBaHUSI C COXPAHSIOLMMCS

BbIpAKCHHBIM  pPEMOJACIIMPOBAHUEM  MHOKapjd, HECMOTpPSA Ha ONTUMAJIbHYIO
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Tepanuto. Y fetreil ¢ MmyTtauusimu B 22 3K30He reHa MYH7 (c.2678C>T u
c.2647G>A) c poxkjieHusi HaOJofaach KJIMHUKA Tskeson 3actoinoin XCH, nmo
OxoKI' BuzyanusuMpoBasiach BbIpaxKeHHas punatauus nosoctu JIZK ¢ peskum
CHUDKEHUEM COKPATUTEJIBbHON CIMOCOOHOCTM MMOKapja W Pa3BUTUEM BTOPUYHOM
TOTAJIbLHON MHUTPAIBHOW HEOCTATOYHOCTU, B OOOMX CllyyasgxX NOTpPeOOBaBIIEH
XUPYPrUYECKON KOppeKumu. [leBouyka € AByMsl NATOT€HHbIMU HYKJIEOTUIHBIMU
Bapuantamu B reHe MYBPC3 (c.772G>A u ¢.3697C>T) HabnoaeTcs B KIIMHUKE C
BO3pPACTa HECKOJIbKMX MECALEB, BECh MEPUOJ] HAOIIOEHUS Y PEOCHKA OTMEYAETCS
TSKeasg CUCTOJMYECKass JUC(YHKUMS, HauMHas CO IIKOJBHOIO BO3pacTa ¢
NPUCOEAVHEHUEM PECTPUKTUBHOIO TUIIA FEMOVMHAMUKM.

IIpn koponaporeHHoM reHe3e 3a0oneBanusi TeueHne KMII Takxke ObL1O
PA3NIAYHBIM M 3aBUCEJIO OT 3THUOJIOTUM MOBPEXKJICHUS COCYAOB cepaua. Y AeTel ¢
nepeHeceHHon Oone3Hbto KaBacaku, Kak NpaBWiIO, MOBPEXJEHUME MUOKapAa He
NpPOrpeccMpoBaio, W  Ha  (OHE  MENMKAMEHTO3HOM  Tepanuu  MoOpgo-
(pyHKIMOHANBHBIE TIOKA3aTENN CEPALA YTy YIIAINCH JMO0 ObUIM CTAOMIIBHBI. Y 2-X
JeTe C WAMONATUYECKONW apTEepUAIbHON KajdbUu(UKALMEH MNOJOXUTEIbHAS
[IMHAMUKa MPAKTUYECKH HE OTMEYANIach, HO Ha (pOHE MEAMKAMEHTO3HOW TEpanuu
YJAJI0Ch JOCTUYb CTAOMIN3AUMN WM YMEHbIIEHUS TskecTr cuMntoMoB XCH.

Y pereii ¢ peMmopenupoBaHueM Mmuokappa Ha gone Tskenbix HPC KMII
umesa ObICTpOe 00paTHOE pa3BUTHE, YTO OE3YCIOBHO CBUAECTEIBLCTBOBAIIO B MOJIb3Y
€€ BTOPUYHOIO FEHE3A.

[Ipu BpoxJeHHBIX HapyulieHusix oOMeHa BemiecTB TeueHrne KMII 3aBuceno
OT HaJU4Msl CeM(PUUIECKON Tepanuu OCHOBHOrO 3a0oneBanus. Tak, y peOeHKa
MIIC I tuna Ha gone cnenupuueckon Tepanuu U tepanuu XCH npuznaku KMIIT
perpeccupoBaid  HOJHOCTBIO. Y  2-X  gAeTed ¢  HEIOCTaTOYHOCTHIO
JUIMHHOLIEIOYeYHON  3-ruapokcui-KoA-aeruaporeHassl  XKUPHBIX — KHUCIOT
cOOJII0/IEHNE JUETHI (C HU3KUM COACPKAHUEM KUPOB, OTPAHUUYEHUE YIIOTPEOICHHUS
KUPHBIX KHUCJIOT C JUIMHHOM LIETNBI0 M 3aMEIICHUEM HX KUPHBIMM KUCJIOTAMH CO

CpEeIHEW LIeNbl) OTMEYEHO ObICTpOe OOpaTHOE pa3BUTUE PEMOJAEITUPOBAHUS
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MHUOKap/Ja W BOCCTAHOBJICHUE CHUCTOJIMYECKOW (PYHKIMH. Y TMalUEHTOB C
cugapoMoM  bapra  HeOmarompusATHBIA  MCXOJ  4YacTo  O0YyCIaBIMBAIOT
nH(pEeKIMOHHbIE 3a0ojeBaHUs Ha (OHE TSHKEIOW HEUTPONEHUH, OJIUH U3
MalMEeHTOB NMOTH0 B paHHEM Bo3pacTe Ha (OHE MHEBMOHUH, JAPYTOM Majb4HK
MPOJIOJKAEeT HaOMIOAAaThbCsl B OTHAEIEHUHM, Npu 3ToM Ha ¢oHe Ttepanun XCH
MU3MEHEHHS CO CTOPOHBI CEPILla MUHUMAJIBHBI.

[TanyeHTel ¢ CHHAPOMOM AJbBCTpEMa, JIEMOHCTPUPOBABIIME B TPYIHOM
BOo3pacte KpaiiHe Tspkenoe teueHne KMII, k Bo3pacty 1 roma B o0oux ciayuasx
uMenu abCoNMOTHO HOpMaibHbIe Moka3aTenu DXoKI', uro sBiaseTcs XapaKTepHbIM
JUISl JAHHOTO CHHJApOMAa. TeM He MeHee, UM IOKa3aHO NMPOJOJDKEHHUE UINTEIbHON
tepannu XCH BBHUy BbICOKOM BepoATHOCTH penuanBa KMIT.

Takum oOpa3zom, komOuHMpoBaHHas Tepamusd XCH y pereit ¢ peGroTom
puiiataguoHHoro ¢genoruna KMII B paHHeM Bo3pacTe NpoAEeMOHCTpPUpPOBAsa
BBICOKYIO 9(P(PEKTUBHOCTb B BUJE KaK YJIYUYLIEHUS KJIMHUYECKOTO COCTOSHUS
NAlMEHTOB, TaK M YJYYIIEHHAS JaO0OpaTOPHO-MHCTPYMEHTAJbHBIX IapaMETPOB
uccaepoBanusi. Hanmyummit pesyaprar Tepanuu otMedeH y ereii ¢ [ n 11 PK XCH
npu 1-ii rocnuTanu3anyMyM B HAll UEHTP, YTO CBSI3aHO KAaK C MEHEE TSIKEJNbIM
VCXO[HBIM COCTOSIHAEM TMALMEHTOB, TAK U CO CBOEBPEMEHHO HAYATbhIM JIEYEHUEM. Y
pereit ¢ III u IV @K XCH Takxe (PUKCHpPOBAIOCH YJy4YILIEHUE MMOKA3aTeNen, HO
KpalHe PeKO OTMEYajach MX MOJHAas HOpMaJu3auusi, BO3MOXHO, 3TO CBS3aHO C
0oJiee TSKEIbIM TEUYEHUWEM 3a00JI€BaHUs M TO3[HUM HA4yaJOM aJIcKBATHOM
MEIMKAMEHTO3HON Tepanuu. HecoMHEHHO, 3(p(PEeKTUBHOCTH JI€YEHUS 3aBUCHUT OT
atuoJiornu 3abosieBanusi. Y naueHToB ¢ HKMII npu puHamuyeckom HaOmroieHUN
yaile orMmedeHa BblpakeHHass XCH, a Takke ycyryOneHuMe pemMOAenMpOBaHUS
cep/lla M MPOrPECCUPOBAHUE CUCTOJUYECKON MUCHPYHKUMU, YTO MOXKET ObITh
CBA3aHO KaK C 0ojiee TSXKEJbIM XapaKTEPOM MATOJIOTMH, TaK U C OrPaHUYCHUSIMU

VICCIIE[JOBAHMSI.
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Kannuveckuii ciayyait Ne3. biaronpusitrnoe reyenue 00s1e3HM Ha poHe
3¢ PeKTUBHON MeIUKAMEHTO3HOM Tepanuu.
B kauecTBe KIMHUYECKOT0 IpUMepa NPUBOAUM Habmto1eHne 6oabHoro JI.
AnamHe3 xku3HU: PeOeHOk oT 2- OepeMeHHOCTH, NpOoTeKaBiie 0e3
ocobenHocrtell (1-1 6GepeMeHHOCTh — 3aMepiuasi), 1-X caMOCTOATEIbHBIX POJOB B
cpok. Bec npu poxnennn 3820 r, anuna 53 cM, onenka no mkaie APGAR 8/9

0aJuIoB.

AHaMHe3 00JIe3HH: B BO3pacTe 5 MECALIEB SKCTPEHHO TOCMUTAIU3UPOBAH 110
MECTY JKUTEJIBCTBA C jKajJo0aMM Ha OTKa3 OT €/Ibl, C1a00CTh, KPSAXTSILEE AbIXaHUE
B TeyeHue 3 cytok. Kimmanueckn ormedanucs taxukapaus 10 160 HCC B munyTy,
onpllika, rematomeranuss +3+3.,5 cMm u3-moa kpas mnpaBoid peOepHoil ayru. B
TeueHHne 6 4YacoB IIOCIE IOCTYIUIEHUS HApPACTAHUE CUMIITOMOB CEPAECYHOU
HEJIOCTaTOYHOCTHU: BSJIOCTh, HApOCIa OJBIIIKA, TaxUKapAWs, AaKPOLMAHO3.
Pentrenorpamma opranoB rpyaHoi kinetku — KTU 70%. 9xoKI': munaramus JIIT
30x24 MM (Z-score 5), munatamusa JIOK ¢ KIP 34 MM (Z-score 4,9), cHU>XKEeHHUE
COKpaTUTeNIbHOM crnocobHoctn muokapaa ¢ ®B 33%, HMK +2, xkopoHapHsbie
apTepuu  OTXOJAT MPaBUJIBHO, BU3YaJU3UPYETCs CBOOOJHAsA JKUIKOCTH B
IJIeBpaJIbHBIX MojocTsaX. Hawara aHTuOakTepuanpHas Tepanusi, JIUTOKCHUH,

npeaHu3o00H 60 mr/cyT, cnupoHosiakToH, Kantonpui. XM DKI': cpennsis YCC B

TE€YEHHUE CYTOK B Ipe/ieJaX HOPMaIbHBIX 3HAUYEHUM, |2 OAMHOYHBIX KETYTOUKOBBIX
AKCTpacucTosl, 1 mapHasi, MEpUOAbl aTPUOBEHTPUKYJSIPHON-THUCCOLUALNY,
HapylIEHUE MPOLECCOB penoyisipu3alui, 7 OJMHOYHBIX HAJKETyTOYKOBBIX
AKCTPACUCTOIL.

Jns  BepuduKanuu Juardo3a M KOPPEKIMU Tepanmuu IEpeBEleH B
kapauonornueckoe otnenenne OI'AY «HMUL 3noposea nerein» MuH3apasa
Poccum ¢ xamobamm Ha c¢maboCTh, BSJIOCTh, OTKa3 OT eapl. Ha MoOMeEHT
MOCTYIJICHUSI TOJy4Yall: KanTonpui 8 Mr/cyT, B/B mpeaHu3oyioH 60 mr/cyT, B/B
MepoHeM 390 wmr/cyt, cnupoHonakToH 12,5 mr/cyt, B/B dypocemun 0,6 Mr/cyr.

OxoKI" (pucynox 18): JIII 16,4x20,5 mm (Z-score 1,72), IDK 7,98 mm, orTecHeH
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neBbIM kenmypoukom, JIXK 28,27 (Z- score 2,30) mm, KCP 24,67 mm, ®B mno
Simpson 30%, wmwuokapa HeomHopoaubi, MXKII 4,7 mm (Z- score -0,86),
WHTaKTHA, napajgokcanbHoe napuxenue, 3CJIK 4,7 mm (Z- score 2,22), HMK 2
creneHu, HepocrtarouHocTh TK 1 cremeHu, JUMCTKM NEepUKapAa YIUIOTHEHBI,
YTOJIIIEHBI 10 3MM, HE3HAYUTENIbHAs Cenapalys JUCTKOB NEPUKapAa, KOPOHAPHbIE
apTepuu OTXOJAT TUIHMYHO, MpocBeT coxpaHeH. DKI': Boxurens putma BOJIH3HU
CUHYCOBOI'O Yy3Jla, NpPHU3HAKK TEPEerpy3Kd JIEBOrO IMpeacepausi, HEKOTOpbIe
MPU3HAKH MOBBIIIEHUS JIEKTPUUECKOW aKTUBHOCTU MHOKAp/a JIEBOTO JKEIY104Ka,
HE3HAUUTEIbHOE HapyUIEHUWE IMPOBEACHMS MO0 MNpaBod HOXKKEe Mmyuyka [wuca,
MUHUMAJIbHAS J1€JIbTa-BOJIHA B CTAHJAPTHBIX OTBEACHUIX, YMEPEHHBIE HAPYIICHUS
rnpolecca penojsipu3alunud B Muokapae xenyaoukoB. XM OKI': BelpakeHHas
Opagukapauss B teueHue cytok (HCC 3a cytku 86 yn/mun, auem 100 ya/mum,
HOYbIO 76 y1/MUH), CHHYCOBBI PUTM C YAaCTBIMH 3IU30JaMU MUTPALlMU BOJUTENSA
pUTMa O MHOKapJy MpeacepAuil B MOKOE M BO CHE, HapylLIeHuEe Ipolecca
penoyiipu3ali B TEYEHHE CYTOK: HHU3KOBOJBTAXHbIE  OTPHUIATENIbHbIE,
nByxda3zHble WK criaaxeHHsle 3yOus! T o 1 u 3 kaHaiam ¢ nenpeccueil cermeHTa
ST no 1,5 mm no 3 kanany. PeHTreHorpadus OpraHoB TIpyJHOH KJIETKH:
kapauomeranus ¢ KTU 67%. NTproBNP nosbsiien 1o 7720 nr/mi. IlogoOpana
tepanus: aurokcud 0,03 mr 1 p/a, kantompun 2 wr/kr/cyt, kapBeaunon 0,8
Mmr/kr/cyt, ¢ypocemun 1 wmr/kr/cytr, cnupoHojaktoH 0,65  MI/Kr/cyT,
AlETUIICATTULIAIIOBAS KHCJIOTA 3 MI/KT/CyT JUTS npopHIaKTUKA
TpoMOOOOpa3oBaHus, CHMXKEHA Jl03a NpeAHu3ojoHa 10 5 Mr x 1 p/m ¢
PEKOMEHIAIMEN €ro JaJbHENIIIEN OTMEHBI.

3a mepuon HaOMOIEHHUS B  OTIOEIEHUM COCTOSIHUE peOeHKa ¢
MOJIOKUTEIIBHOM ~ JUHAMHKOM Kak KJIMHWYeCcKH (Ooyiee  aKTUBHBIM, HET
HEO0OXOJAMMOCTH B YPE330HAOBOM MUTAHUM), TAK U MO pe3yiabTaTamM 00ciae0BaHUN
(Jyumie cokpaTuTeNabHasi COCOOHOCTh MHOKapaa, HopmanuzoBaitack YCC). Ilpu
oOcneaoBaHUM cOycTss 3 Mecsila MO JaHHBIM PEHTTEHOTPAaMMBbl 3HAYUTEIBHO
ymenpmwiics KTU 57%, no OxoKI' HopMamu3oBainch pa3mepbl BCEX Kamep

cepana, KJAP JIXK 28,89 (Z- score 0,97) mm, KCP 18,94 MM, HOpManu3oBaiach
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COKpaTuTeNbHas cnocoOHocTh Muokapga (@B 65% mno Simpson), HeT
HEJI0OCTATOYHOCTH Ha aTPUOBCHTPUKYIISAPHBIX KiamaHax (pucyHOK 18). YuuTeiBas

IMOJIOKUTCIIbHY IO AWHAMUKY, TCpalusga  JUIOKCHUHOM OTMCHCHA, OTMCHCH

dbypocemu.

Pucynok 18. OxoKI', anuxanvnas uemvipexkxamepuas nosuyus. A — 0o nevenus:
ounamayusi u cgepuzayusi NOJIOCMU 168020 AHCENYOOUKA U 18020 Npeocepousl,
nogvluieHHas mpabekyisapHocms 6okosou cmenxu JDK, npasvie omoenvt cepoya
nooxcamul yeenuueHHbiMU nesviMu. b — 6 ounamuxe cnycmsa 6 mec. Ha ¢one
mepanuu: sHavumenvHoe ymenvuienue pasmepa JK, menoenyus k Hopmanuzayuu
e20 ceomempuu

JlaHHBI KIMHUYECKUN Cilydald JEMOHCTPUPYET OJaronpusTHOEC TEUEHUE
00Je3HH, KOTJa CTaHAapTHas MeaukameHTo3Has tepanust XCH Obuta 3 dekTrBHa.
Tem He meHee, TpeOyeTcsl JUIMTEIBHOE MPUCTAIbLHOE HAOIIO/ICHHE 32 OOJBHBIM,
MTOCKOJIPKY BO3MOYKHO YXYAIICHUE KIMHUKO-MHCTPYMEHTAIbHBIX TaHHBIX Ha (hOHE

OTMCHBI TCpaIliv, B TOM YHCJIC CIIYCTA HHHHHLIﬁ IMPOMCIKYTOK BPCMCHH.

3.5. ppexTUBHOCTH CepaAeYHON PECHHXPOHU3MPYIOLLEH Tepanuu y AeTei

PAaHHEro BO3pacrTa ¢ JAWIATALUOHHBIM (JEHOTUIIOM KAPAMOMHOIIATHH.

B nacrosimee Bpemsl CyIIECTBYIOT HEMEIUKAMEHTO3HBIE METOJbl JICUCHUS
XCH, B uwactnoctu CPT, mpoBoguMasi myTeM MOCTAaHOBKH OWBEHTPHUKYISPHOTO

OKC. JlanHoe BMeENIATEILCTBO JOJDKHO OBITh PAcCMOTPEHO y JeTed ¢
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nunataruoHHbIM heHotunoM KMII u mmpoxkum kommiekcom QRS mo OKI', korma
BCJICACTBHE HApPYUICHHS TMPOBEACHUA MO HOXKKaM Iydyka ['mca BBISBISIETCA
aCUHXpOHHOE cokpameHue creHok JDK, yxymmaromee ero  (QyHKuuio,
conpoBoxknaice II-IV ®K XCH, ®B<35%, HecmoTps Ha ONTUMAIBHYIO
MEIUKAMEHTO3HYIO TEPAIIHIO.

B namem wuccnegoBaHuu cpeau  OOILIEr0 KOJIMYECTBA MNAUUEHTOB C
punataumoHHbiM peHotunom KMII y 12 pereit mo paHHbIM 2xokappauorpadun
OTMEYAJIOCh ACUHXPOHHOE [IBMKEHME CTEHOK JIEBOTO KEJyJOYKa PpPa3IuyHOu
CTeneHu  BbIpakeHHocTu. Jlamee  OyjgeT  mpejcTaBieHa  KIIMHUYECKas
XapakTEepUCTUKa 3TUX 12 magyueHTOB MpU NEPBOM TOCMUTAIM3ALMKA B HAll LEHTP
(Tabnuua 22).

Bospact pge6rota 3a6oneBanusi BapbupoBai oT 0 1o 13 MecsiueB, HA MOMEHT
NEPBOM FOCNUTAIM3ALUM B HALLl LEHTP JAETSIM ObL10 OT 2 10 24 Mecsues. [Ipu coope
aHAMHE3a POJIUTEJIM BO BCEX CJIy4YasiX MPEIbSBISINA KaloObl HA yTOMJISIEMOCTb,
CHVDKEHUME MEPEHOCUMOCTH (pr3MYeCKOn Harpy3ku, y 10 iereit oTMeyeHa OfbIllKa,
NOTJUBOCTb, B 3-X CJly4yasixX TPYJIHOCTU BCKapMJIMBaHUs, | peOEHOK HAaXOuJCs Ha
Ype330HJ0BOM MUTaHUU. [Ipy KIMHAYECKOM OCMOTpPE y BCEX JIETEll BbISIBICHBI
pacIIMpeHUe TPaHul] OTHOCUTEIIBHOW TYMOCTU CEPALla U CUCTOJUYECKUI LIyM MPU
ayCKyJbTalluM, OTCTABaHWE B (PU3NUYECKOM PA3BUTUH (PUKCUPOBAIIOCH B MOJIOBUHE
cllyyaeB, OfibllIka B Mokoe y 6 malueHToB, Npu Harpyske - y 4, B 6 ciyudasx
¢pukcupoBanock 3HaunTenbHoe nopbiieHne YCC, y 5 nereit OblIM yBEJIMUYEHHBIMU
pa3Mepbl NEYEHMU.

B kaudecTBe 1a60paTOPHOrO Mapkepa TSIKECTHU CEPIEYHON HEJOCTATOYHOCTH
y 10 nagueHTOB B3ST aHanu3 KPOBU ISl HKCCIEJOBAHUSI ChIBOPOTOYHOIO
conepxanusi NT-proBNP, ypoBeHb ropmoHa OblLl yBEJIMYEH BO BCEX Clydvasx,
MeqMaHa nokasatensi coctaBuia 3765 (672;7720). 1o panneim DKI' y Bcex 12
NAUMEHTOB C MOMEHTAa Hayana 3a00JieBaHUs ObLIM  BbISBJICHbI HAPYLIEHUS
BHYTPVKEJTYJJOYKOBOW MPOBOJAVMMOCTH PA3HON CTENEHU BBIPAKEHHOCTH, NIPU 3TOM

B 4 ciyyasix 3aperucTpupoBaHa MoJiHasi OJIOKaja JIEBOWM HOXKKM Iyyka ['mca ¢
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POJIOJI>KUTEILHOCTBIO kommjekca QRS oOGomee 120 wmc. Ilo paHHBIM
pentreHorpacum y 11 gereil maHHO¥ rpynnbl BU3yalW3MpOBAHA KApAMOMETANNS,
mequana KTW cocraBuna 65 (59,5;68). Ilpu ananmuze sxokapauorpauyeckux
NOKAa3aTeJIel BBISIBIIEHO, YTO BO BCEX CJIydasX MMEJIO MECTO PEMOJEIMPOBAHUE
JIEBOTO KEJIYAOYKA C BBIPAXKEHHBIM CHVXKEHUEM COKPATUTENIBHON CIIOCOOHOCTH
MUOKapaa. ¥ 3-X MauuMeHTOB OTMEYeHa yMepeHHas nuiartauust Z-score KIP JIK,
CcOCTaBUB 3-4 CTaHAPTHBIX OTKJIOHEHUSI OT HOPMBI, Y 9 fleTeli nmokasareiib Z-score
KP JI2K coctraBun 6onee 4 cTaHgapTHbIX OTKJIOHeHU. Menuana Z-score KJIP
JIZK B aToit rpynmne coctaBuna 5,63 (4,26;9,19). Pa3mepsl neBoro npeacepaust Obuiu
yBEJIMYEHBI B 4-X Ciydasix, MeauaHa Z-score JIeBOro npejcepausi coctapmia 1,59
(1,22;4,62). ®B JIZK Obuta 3HaUMTEILHO CHUKEHA Y BceX 12 mauueHTOB, MefuaHa
nokazarenss coctapwia 30 (27;35), B nosnoBuHe ciaydaeB PB JIXK wucxogHo
coctaBuna menee 30%. Y 7 pereir ucxogHo ormevanack HMK: B 2-x ciyvasx
COOTBETCTBYSl JIETKOW CTENEHU, B 3-X CIy4asix — CpefHer, U B 2-X— TskKesoid. Y 6
nagueHToB umesa Mecto HTK, cooTBeTCTBYS J1IErKON 1 CpeJHEN CTENEHU B PABHOM
KOJIMYECTBE ciyyaeB. Y 5 JieTedl BbISBJICHbI 3XOKapAvorpauyeckue MpU3HaKu
JIETOYHOW runepreH3uu. Y 1 peOeHka BH3yannM3upoOBaHA 3XoKapauorpadguyeckas
kaprtuHa HM JIXK.

[Ipn nepBoil rocnuTanv3alyd B HAll LUEHTP Yy 3 MAUMEHTOB IO JAHHBIM
KJIMHUKO-UHCTPYMEHTAIBHOrO o6cnenoBannsa auarHoctupoBad I @K XCH, y 3
neten KamHndeckoe coctosiure cooreTcTBoBanio I @K XCH, B nosioBuHe ciyyaes
OTMEYAINCh BbIPayKEHHbIE CUMIITOMBI CEPAEYHON HEJTOCTATOYHOCTH,
coorBercTBytouue II-IV K XCH.

Bcem peTsaM npu nepBo¥i rocnatranu3auyyu Obula HAa3HAYEHA KOMIUIEKCHAS
tepamust XCH (MAII®, BAB, nuypetuku, AMKP, cepneunble rnmko3uiel). B 7
ciaydasgXx Ha (POHE MEJUKAMEHTO3HOW TEpanuyu CIyCTs MOJrofa HaOIIOEHUs
OTMEYEHO YyMeHbLIEHUE KimHu4eckux cmmnromoB XCH, coorBercTByst 2A-1

CTaiuv, OOPATHOE pa3BUTHE PEMOJEIMPOBAHMSA MHUOKapaa U nosbiieHne PB JIK,
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ymeHnblieHne KT u cumkenue ypoBHst NTproBNP, uro cBuperenscTBOBaIO O
CHUYKEHUU BBIPAXKEHHOCTH NEPErPy3KU MAOKapAA.

Y 5 nauueHToB Ha (pOHE MEAMKAMEHTO3HOW Tepamuu chycts 6 MecsueB
HaAOJIIOJIEHUST COXPAHIIACH BbIpakeHHble cumnToMbl XCH, cootBeTcTBys II-IV K
XCH no Ross, HE OoTMEUYAJIOCh OOPATHOTO PEMOJEIUPOBAHUSI MOJIOCTU JIEBOTO
KENMylouKa JmMOO, HANMpPOTUB, PETMCTPUPOBANOCH HapacTanue puinaraumn JIXK,
COXPAHSJIOCh BBIPayKEHHOE CHMXKEHHUE COKPATUTEJIBLHOW CIHOCOOHOCTM MHOKapAa ¢
PB JIXK < 35-40%. I1lo OKI' y 4-x u3 Hux ormevanack mopdgonorus [IBJIHIIT ¢
mmpokuM kommsiekcom QRS ot 130 go 170 mc. Y 1 peGenka mmpuHa KOMIUIEKCA
QRS cocraBuna 100 mMc, ofHaKO B JJAHHOM CJlly4yae MOKA3aHUEM K HMMIUIAHTALA
OKC sBissica cuHAPOM CnabOCTH CUHYCOBOIO y3jla C NPEACUMHKONAIbHBIMU
cocrostHusiMU. CodeTaHue 3TUX KPUTEPUEB SIBUIOCH MOKA3aHUEM K IPOBEJECHUIO
CPT, koTopas Oblna nposefeHa jieTssM B Bo3pacte ot 1 roga 10 mecsiueB go 4 ner
11 mecsaueB, BO BCEX Clyyasix XHPYPruyecKoe BMELIATENIbCTBO MPOLLIO 0e3
ocnoxuenuit. [Tocne nmposenenuss CPT y Bcex mauueHTOB cnycTs 3-6 MecsleB
YMEHBIIMJACHh BbIpaxkeHHOCTb cumnToMoB XCH, cootBerctByst I-II @K XCH,
OTMEUYEHO 3HauuMoe CHukeHue ypoBHsa NT-proBNP, yMeHblieHne nokasaress
KTH no pansbM peHTreHorpadgum, no gaHubiM IxoKI' ymenbluenne Z-score JIK,
Z-score JIII, nosbiienne @HB JIXK, yMmeHblleHWe peryprurauym Ha
ATPUOBEHTPUKYJISIPHBIX KJallaHax, KYMPOBaHKWE JIETOYHON TMIIEPTEH3UM (Tabsmua
23, pucyHok 19).

NMnnanTanus KapauoCTHUMYJATOpa Obula mNpoBeAeHa mauveHtam 4, 5 u 7 B
ycioBusax HayuHo-uccnenoBaTenbCKuid MHCTUTYT Kapauojoruu DenepasbHOTO
rOCY1apCTBEHHOI' O OI0IKETHOTO HAy4YHOI'O YUPEKIACHUS «Tomckum
HAIIMOHAIBHBIN MCCIEIOBATEIbCKUN MEIUIMHCKUN LEHTp Poccuiickon akagemuu
Hayk» (HUUN xapmuonoruun Tomckoro HUMII), nanuentam 11 u 12 B ycrnoBusax
OI'bY «HaunoHanbHBIM MEIUIMHCKUNA MCCIEI0BATEILCKUNA LEHTP CEPACYHO-

cocyaucrou xupypruu umenu A.H. bakyneBa» Mun3zapasa Poccun.
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Tabauya 22./]lanHble 06c1€008AHUA NAUUECHMOS C ACUHXPOHHBIM COKPAULCHUEM MUOKAPOA A€8020 M EAYO0UKA

[Taument [[los |duarHo3 |Bospact 1- DK NT-proBNP, OKI' KTU, % OxoKT CPT,
ne6rora 51 FOCII., BO3pacT
3a6071eBaHusl, XCH - Z-score K[IP [Z-score JIIT |®B, % poBenenus
Mec. Mec. JI2K

Mcx. (B Mcx. B nuH. lcx. (B
frHH. frHH. Ucx. |B qun. |[Hcx. [B qur. |Mcx. B
V.

1 bk JAKMIT |3 35 11 1 527 212 Henonnast 6nokana 3agdein Betsu JIHIIL, monnasi68 |64 5,78 14,57 0,82 (1,65 24 |33 Het

onokana ITHIIT

2 M [OKMIT |1 15 11 1 564 198 Hecneuudguyeckasi BHyTpuxelyoukosas 6;10kaja (69 |63 3,97 3,69 1,36 10,67 [29 [52  |Her

3 bk JAKMIT |1 24 111 11 6272 563 [lonnas 6nokama 3agHeit Betku JIHII, Henmonnasi6S |64 10,5 [7.55 6,15 10,8 25 33 Het

6nokama ITHIIT

4 M [OKMIT (13 15 M-IV [II [25000 |3654 [losnas 6nokaga JIHIIT 82 |77 12,3 {10.19 [5,33 [7.67 35 |38 Ha,

4rl Imec.
5 In IIKMIT |6 10 111 11 [3756 2122 [losnas 6nokaga JIHIIT 65 |66 7,98 8,81 4,09 (3,76 29 33 Ha,
1r10 mec

6 M [OKMIT |0 2 1 1 989 125 Henonnas 6nokana ITHIIT 62 |55 4,55 10,04 1,55 |1,03 42 51 HeT

7 bk JAKMIT |1 2 111 11 35670 |5673 [lonnas 6nokaga JIHIIT 57 |65 5,63 (7,85 0,57 2,45 21 30 Ia, 2r8 mec

8 M [OKMIT |6 11 11 1 587 167 Henonnas 6nokana ITHIIT 51 52 43 1.8 1,08 10,78 33 37 Het

9 M [OKMIT §4 5 111 1L 7720 369 Hecneuuduyeckast BHyTpuaeayfoukosas 6inokana (67 |57 347 (1,03 1,72 1045 [25 (62  |uer

10 M [OKMIT |1 5 1 1 672 125 Henonnas 6nokana ITHIIT 56 |51 3,75 2,02 1,59 1091 30 51 HeT

11 I OKMIT |2 9 IV-III[IV- [Her HeT [losnas 6nokaga JIHIIT 70 |69 104 9.6 5,15 |4.5 35 38 Ia, 2r5 mec

111  [gaHHBIX [1AHHBIX
12 M |[HKMIT 3 11 11 111  (Her HeT Hecneuuduyeckasi BHyTpuxKenyaoukoBas 6iokaja 64 |65 6,36 (7,37 0,88 (2,1 40 44 Ia,3r4 mec
MAHHLIX [TaHHBIX




[Tocne mnpoBefeHMsT BMeEIIATEILCTBA BCE JIETM TNPOJOJDKAIM TOJyYaTh
KOMIUTEKCHYIO ~ MefjukaMeHTo3Hyto Teparmto XCH, mo wmepe yiyunieHus
napaMeTpPoOB KJIMHUKO-WHCTPYMEHTAIBHOTO OOCJE[IOBaHUSI CTaj0 BO3MOXKHBIM
CHU3UTh MEJIMKAMEHTO3HYI0 Harpy3ky: crmycTs 6-12 MecsieB BO BCeX Ciydasix
OTMEHEHbI IMTOKCUH W MOUYETOHHAS Teparusi.

Tabauya 23. Iokaszameau 06cae008aHUA NAUUEHMOB 00 U NOCAE NPOBEOCHUSA

CPT

aBneHnne B
®K XCH | NTproBNP,nr/mn | HMK,cr, | SMCTEMETCTOMHONT prpp g
apTepuu, MM
ITamuenT
pT.CT.
Ho | Cnycrs Ilo CPT Cnycrs | o | Cnycrs Ho Cnycrssl | Ho | Cnycrs
CPT 1 rop 1 rox CPT 1 ron CPT rop CPT 1 ron
4 III I 3654 258 2 0 34 22 77 63
5 III I 2122 52 3-4 1-2 43 20 66 53
7 1I I 5673 239 1 0-1 H/TT 25 70 61
11 - I Her Her 2 0-1 48 20 70 54
v JAQHHBIX | JTAHHBIX
12 11 I Her Her 2 1 28 25 65 58
HAHHBIX | HAHHBIX

Takum oOpas3om, npu paunataumoHHoM ¢enotune KMII, pa3BuBmmmcs
BCJIC[ICTBUE HapYILICHUs TMPOBEJEHUSA B MUOKApAE U COIYTCTBYIOLLIETO 3TOMY
COCTOSIHUKO ACMHXPOHHOMY [IBMDKEHHMIO CTEHOK JIeBOro kemypouka, CPT
NPOIECMOHCTPUPOBAJIA 3HAYUTENBHYIO 3(P(EKTUBHOCTH 32 CYET HOPMAJM3ALMN
QJIEKTPOMEXAHUYECKOIO IMAaTTEpHAa aKTUBALMKM MMOKApAa, 4YTO MPUBOAUT K
OOpaTHOMY pa3BUTHIO PEMOJICIIMPOBaHMS MMOKapja ¢  YJYYIICHUIO €ro
KOHTPAaKTWJIbHON (pyHKIMU. B Hamem wuccnegoBaHnd Hawimydimmil 3@EKT OT
IIPOBEJICHUS IPOLEAYPhI B BU/IE HOPMAJIU3ALMU Pa3MEpPOB CEPALA U CUCTOINYECKON
¢pynxkumu nocturnyTt y naumentos ¢ [IBJIHIIL, yTo noarBepKpaeT HEOOXOAUMOCTD
NPOBEJICHUS UCCIEJOBAHUS HAa BHYTPU- U MEXKEITYAOUYKOBYIO JUCCUHXPOHHUIO Y
NAaUUMEHTOB C auiaTauMoHHbIM ¢eHotunom KMII npu pacmmpeHHOM KOMIUIEKCe

QRS.
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Z-score KJIP JDK Z-score JITT @B JIK,%

12 6 70
65
10
> 60
55
8 4
50
6 3 45
40
4 2 35
1 30
2 25
0 20
0 Wcxonuo  Ha done ITocie CPT B Ucxomno  Ha ¢one Ilocne CPT B nunamuke
HcexonHo Ha ¢pone  ITocne CPT B nunamuke Tepanm 1o JHHAMHKE Teparuu 10
Teparuu 10 -1 CPT CPT
CPT
e [Januent 4 =====I[lanuenr 5 e [Januent 4 =====Ilanuent 5

e=—=TlanuenT 4 ==Ilamuenr 5 ====Ilamuenr 7 ITarment 7 ===Ilamuent 11 IMamuent 7 ==Ilamuent 11

e [TanuenT 1| ===Ilanuent 12 e [TarmuenT 12 e [JarrieHT 12

Pucynox 19. Ocnosnbie nokazameau IxoKI'y nayuenmos, nepenecuux CPT



Kinunnueckuii cayuait Ne4. IlanueHTKa ¢ M0J1HOM 0JI0KA/101 JIeBOM HOXKKHU
ny4dka I'uca.

B kadecTBe KIMHUYECKOTO IPUMEPA MPUBOAUM HabtoieHne 1eBouku K.

AnamHue3 xu3HH: PebeHok oT 1-oif OepeMeHHOCTH, MpOoTeKaBIlIed Ha (oHE
pecnupaTtopHoil BUpYyCHOM HH(EKIMU Ha cpoke 24-25 Henenb, XpPOHUYECKOU
(peTomalieHTapHON HEJOCTATOYHOCTH, (DU3UOJIOTHUECKUX POJOB B CpoK. Bec mpu
poxxaenun 3110r, nqnmuaa Tena 51 cMm, ouenka mo mkane APGAR 8/8 Gamnos.
HacneacTBeHHOCTh O CEPAEYHO-COCYAMCTBIM 3a00JE€BAaHUSIM HE OTATOLIEHA,
poautenu nesouku oodcnenoBansl (OKI', IxoKI™ — 6e3 maTonorun).

AnamHue3 Oone3nu: B poanome Beiciyman cuctoaumdeckuid mym, mo KT
BbIsIBJICHA OJokaga JeBOM HOXkM mydka [uca, mo OxoKI' — OTKphITHII
apTepUAIbHBIN IPOTOK 1,6 MM, OTKPBITOE OBAIBHOE OKHO 2,5 MM, IOJIOCTH CepALa
HOPMAJIBHBIX pa3MEpPOB, COKpPATUTENbHAsI CHOCOOHOCTHb JIEBOIO MKEIyJouKa B
HopMe. JleBouka HaOdr0Janach KapIMOJIONOM IO MECTY JKUTEIbCTBA, MOJydasa

Kypchl MeTraboyinueckoi Tepanuu. B Bo3pacte 6 MecsleB >KW3HU NPOBEIEH

koHTpoJsib DKT', BeisiBniena [IBJIHIIL', npu3Haku neperpy3ku n0paBoro npeacepaus.
Jis obcnenoBaHusl, YTOUHEHUS AMArHo3a TOCMUTAIU3UPOBAaHA B CTALMOHApP IO
MecTy KuTenbcTBa. [Ipu nmocTtymiuenun obpaman Ha ce0s BHUMAHUE CUMITOMBI
CEpJIEYHON HEAOCTATOYHOCTHU: KOKHBIE TOKPOBBI C CEPOBATHIM OTTEHKOM, OJIbIIIKA
B nokoe ¢ Y/[ no 60/MuH, IpUrIylLIEHHOCTh TOHOB cepaua, Taxukapaus ¢ YCC no
160/MuH, CUCTONO-AUACTOIUYECKUI IITyM, TenaToMeraius 10 +3 cM U3-ToJ Kpas
npaBoi pedepnoii ayru. [1o nmanusiM OX0KI' BbIsBI€HA BhIpaKCHHAs! AWJIATAIUS
JIEBBIX OTJEJOB cepaua, pe3koe cHuwxkenue OB no 22%, pacmpenue pudpo3Horo
kosiba MK ¢ He1ocTaTOUHOCTBIO 2-3 CTENEHH, JIETOUYHAs TUIePTEeH3Us (JaBjIeHue
B JleroyHoi aprepun 46 MM.pT.cT.). BbIcTaBieH AMAarHo3 «aujaTalMOHHAs
KapauoMHuonatusi», HayaT mnonbop Ttepanuu XCH: cepaeuHble TIIMKO3UbI
(nurokcun), uHrubutopsl AIID (xanrompui), Oerta-Oj0KaTOpbl (KapBeaUIO),
auypeTudeckas Tepanus (COUPOHONAKTOH, ¢ypoceMua), Ha (oHe Tepanuu

CYILIECTBEHHOW JMHAMUKH B COCTOSIHUM peOeHKa He OTMeueHO. s onpeneneHus
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TaKTHKHU JIaJbHEHIIEro BeIeHHsl JeBOYKa Obljla HallpaBjieHa Ha FOCIUTAIN3ALHUIO B
kapauonornueckoe otnenenne OI'AY «HMUL[ 3moposesa nerein» MuH3apasa
Poccun (Bo3pacT pebGeHka Ha MOMEHT rocnurtanuzanuu 9 wecsies). [lpu
IIOCTYIUIEHUM COCTOSIHHE PACLEHUBAIIOCH KaK TSKEIOE 3a CUET BBIPAKECHHBIX
cumntoMoB XCH: KoXHbIe TOKpPOBBI OJieHbIE, NEPUOPOUTANIbHBIA I[HAHO3,
TUIEPTrUApo3 MpU OECIOKOWCTBE, OABIIIKA B MOKOE C BTSDKEHUEM YCTYMUHMBBIX
MECT TPYAHOM KJIETKH, BbIOyXaHHE OO0JACTH CcepAla C PaCIIMPEHUE TpaHUl]
OTHOCHUTENIBHOM TYNOCTH CEPALIA MEPKYTOPHO BJIEBO A0 IMEPEIHEN aKCHIISIPHON
JIMHWUM, IPUIVIYLIEHHOCTh TOHOB CEpALa, AYIOINUN CUCTOINYECKUN LIIYM HaJ BCEU
00JacThIO CepAla, MPOBOISLIMICSA B JIEBYIO aKCHUIIPHYIO 00JIaCTh W Ha CIIMHY,
neyeHb +1 u3-moj kpas npaBod peOepHOl Ayru. B OMOXMMHYECKOM aHanu3e
kpoBu moBbIieHHe ypoBHS NT-proBNP no 2471 nr/ma. OKI': monnas Omokana
neBol HOXkW myuka ['mca (mnurenbHOCcTh Komruiekca QRS 160 mc), mpusHaku
runepTpoduu JeBbix kamep cepaua. IxoKI': nunatanus JeBbIX OTAENOB cepala -
JIIT 29x32 mm ( Z-score 4,09), KJAP JIXK 46 mm (Z-score 7,98), acuHXpoHUs
anMKaJlIbHBIX U CPEIHUX CETMEHTOB MEXOKEIYJOYKOBOM MEPETOPOJKH, CHUKECHUE
®B 1o 29% mno Simpson, HMK 2-3 crenenu, HTK 1-2 crenenu, nerounas
TUIIEPTEH3USI C PACUETHBIM [JAaBJIICHUEM B JierouHou aprepuu 43 mm.pr.ct. Ilo
JAHHBIM PEHTTCHOIPAMMBI OpPraHOB TPYJAHOW KJIETKM B TMpPSAMOW NPOEKUUU
kapauoMeranua ¢ KTHU 65%, ycuneHue J€ero4Horo pucyHkKa MO COCYIHUCTOMY
tuny. Ilokazarenu oOcnenoBanust coorBercrBoBanu III ®K XCH. Ilpoeaeno
HCCIICIOBAHNUE CIIEKTpa aMHHOKHCIOT M auMWJIKapHUTUHOB MmeroaoM TMC s
MCKJIFOUYEHHS BPOKICHHBIX HAPYIICHUH OOMEHa: 3HAYEHUSl BCEX MCCIEJOBAaHHBIX
AHAJINTOB B HOpME. J[eBOUKa MPOAOJIKIIIA MOJIy4aTh KOMIUIEKCHYI0 Tepanuio XCH
C KOppEKIMEN 103 MpEenaparoB 10 ONTUMAJIBHBIX. HecMOTps Ha mpOBOIMMYIO
MEIUMKAMEHTO3HYIO TEpPANMIO, COCTOSHHE pPEeOEHKAa OCTAaBAJIOCH TSKENBIM, IPHU
MOBTOPHOM 00ciienoBaHuu yepes3 4 mecsiia no IxoKI oTpunarenpHas iMHAMUKa B
BHJI€ HapacTaHus pa3MepoB mojocted cepaua - JIIT 31,55x37,64 (Z-score 4,5),
KJP JIX 53 mm (Z-score 8,8), @B JIXK 26 % no Simpson, HHAEKC CPEPUUIHOCTH

JDK 0,98, napactanue peryprutauuu Ha MK no toransHoi. KoHcynprupoBaHa
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apuUTMOJIOrOM: Ioka3aHo nposenenue CPT.

B Bospacte 1 roma 10 mec B HMU Kapamomorum r.Tomck BeimosiHEHA
umiianTanus tpexkamepHoro OKC St.Jude Medical ANTHEM PM SN2752907.
[locne mpoBeaeHUs BMEUIATENbCTBA COCTOSHUE C TMOJOKHUTEIbHON JTMHAMHKOM:
MOBBICWJIACh TOJEPAHTHOCTh K (PU3MYECKOM Harpy3Ke, MEHbIIE BbIpaXKeHa
MIOTJIMBOCTh, KynupoBaHa onapimika. Crnyctsa 4 mecana nocne nposenenuss CPT mo
OxoKI' ymenbmenne KIAP JDK  ngo 40 mm (Z-score 4,19), ynyummunachk
COKpaTHUTeNIbHas crocoOHOCTh MHOKapaa ¢ @B 41% mo Simpson, ymMeHbLINIACH
perypruranusi Ha aTpMOBEHTPUKYJISIPHBIX KJIallaHaX, JErOYHOW TMIEPTEH3UU HET.
NT-proBNP cuuzuics go 150 nr/min. Ilo gaHHBIM pEHTreHOrpaMMbl OPraHoOB
TPYIHOM KJETKM 3HAYUTEIBbHOE yMEHbIIEHHE pa3MepoB cepama, KTU 53%

(pucynoxk 20).

Pucynox 20. Pewmeenoepamma opeanog epyoHou kiemku 0o (A) u nocne (b)
umnaanmayuu IKC

C y4yeToM TIOJNIOKHUTEIBHOW JWHAMHUKU KIMHWUYECKH U TI0 JaHHBIM
71a00paTHO-MHCTPYMEHTANBHBIX METOJIOB HCCJIEIOBAaHUS, B TEPalud OTMEHEHBI
CepIeUHbIe TIMKO3WAbl, MUHUMHU3HpPOBaHAa IuypeTudeckas tepamus. Yepe3 10
MecaueB — nociae — npoBeaeHuss ~ CPT  obmee — cocrosHue — peOeHka
YAOBJIETBOPUTEIILHOE, IEBOYKA aKTUBHAsS, TOJIEPAHTHOCTH K (DU3MUECKON HArpy3Ke
HE CHIDKEHA, pacTeT u npubasisieT B Bece, ypoBeHb NT-proBNP HopmanuzoBancs,

coctaBuB 52 nr/mi, no IxoKI" ymenbmenne KJ[P JDK no 36 mm (Z-score 2,17),
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HOPMAJIU30BAINCH pa3Mephbl MPeACepaAuil U COKpaTUTelnbHas (PYHKIHS MUOKapJa
(OB 54% mno Simpson), coxpansiercs ymepennas HMK. JleBouka mpopomxaer
noxy4aTth kKomruiekcHyro Tepanuio XCH, Bkitouas uAIl®, bAb, AMKP.

B npuBeneHHOM KIMHUYECKOM IPUMEPE MPEACTABICHO TSKEIOE TEYEHUE
nunatanuonHoro ¢penoruna KMII y pebenka panHero Bo3pacta, pa3BUBIICICS Ha
dboHe HapylleHUs] MPOBEICHUS B MHOKap/e U COMYTCTBYIOIIEH €My aCUHXPOHUU
JNBMOKEHUSI CTEHOK JieBoro xkenyaouka. Coueranwe [IBJIHIII, acuaxponHOE
cokpamienue cteHok JIK, Huzkas cokpatutenbHas crnocoOHocTh JIK, BbICOKHI
OK CH sBisimuce nokazanusiMu K nposefeHnto CPT, nmpomemMoHCTpupoBaBLIEH
BBICOKYI0 3(Q(QEKTHBHOCTb y peOEHKa B BHJAE€ HOPMAJM3ALMH CaMOYYBCTBHS,
KynupoBanusi cuMntoMoB XCH, 3HaUNTENbHOTO YMEHBIIEHUS Pa3MEPOB MOJOCTEN

Y BOCCTAaHOBJICHHS CUCTOJIMYECKON (PyHKLUHU CepAaLia.

3.6. Pe3yabTarhl XHPYPru4ecKoro Jie4eHusi MUTPAJIbHON HE0CTATOYHOCTH

NPU AMTATALUOHHOM (peHOTHIIE KAaPAMOMHUONIATHH Y JIeTeil pAaHHero Bo3pacra.

Kak wm3BecTHO, Hepenko npu gunarauoHHoM ¢eHotune KMIT pa3suBaercs
MUTpajbHasi HEJOCTATOYHOCTb, OOYCIIOBJIEHHAsl, KAK MPABWIIO, aHHYJO3KTa3uen
¢udpo3znoro kombua MK Ha d¢one punarauym JIZK, koropas wmoxer B
NOCJIEAYIOLEM MPUBECTA K U3MEHEHUsIM B cTpoeHun annapata MK. BbeipaxkeHHas
MUTpaJbHasl HEAOCTATOYHOCTHb 3HAYUTENLHO YCYTyOssieT TeyeHue 3a00JeBaHus,
NPA 3TOM MEIMKAMEHTO3HAsA TEPANMs YACTO JIMIIb OrPAHNYEHHO 3(P(PEKTUBHA WU
Hea(p(PEKTUBHA, U O€3 XUPYPIUUECKOTO JICUEHUSI MOXKET MPUBECTH K JIETATLHOMY
ucxony. Koppekuysi MUTpasbHON HEJOCTATOYHOCTH MOXKET CHU3UTH JJABJIEHUE B
JIIT u oO0bemHyro mneperpy3ky JI2K, cnocoOcTByss 0OOpaTHOMY Ppa3BUTHUIO
PEMOJIEMPOBAHMS MUOKApP/a U TO3BOJISISE TEM CaMbIM YMEHBIINTh BBIPA’KEHHOCTD
cumnromoB XCH.

Cpenu 106 naupenToB y 12 nereit MCXOHO PErMCTPUPOBAJIACh BbIpaskeHHAs

MUTpPAJIbHAST HEIOCTATOYHOCTh (3-4 ctenenu). [lanee mpefcTaBieHa KIMHUYECKAs

119



XapaKkTEPUCTUKA 3TUX 12 MaupeHTOB MpM NMEPBOM TOCNUTAIM3ALMKA B Hall LEHTP
(Tabnuna 24).

Bo3spact nosinenusi cumntomMoB BapbrpoBan ot 0 1o 6 MecsiueB, npu NepBoi
rocnuTajiv3allid B Hall UEHTp fAeTsiM Obuio oT 4 no 36 wmecsiueB. Popurenu
NPEABbABISNIA KaJTOObl HA yTOMIISIEMOCTh M TPYJAHOCTM BCKapmiuBaHus B 11
ciaydasx, 2 peOeHKa Ha MOMEHT IMOCTYIUIEHMSI HAaXOAWIACh Ha YPE330HI0BOM
NUTAHWW, CHUKEHUE aKTMBHOCTM OTMEYaloch y 9 pereir, Takxke B 9 ciydasx
oTMeYanach Ofpllika, y | peGeHka Obum smm30Abl nmorepu co3HanusA. [lpum
KJIMHUYECKOM OCMOTpPE Y BCEX JETEN BBIABISUICS CUCTOJIMYECKUAN IIyM IpU
ayCKyJIbTallY, PACILIMPEHNE TPAHUL, OTHOCUTEJBHON TYNOCTH CEPALA, B 8 CIyyasix
c ¢opmupoBaHueM ceppaedHoro ropoa. I'mmorpodus Obina 3acpukcupoBana y 11
JieTeN, Cpeau HUX y 2-X OHa ObLla BbIpa’K€Ha BIUIOTH /10 Kaxekcuu. Opplka
oTMeuanach Takxke y 11 nmaguentos (y 6 — B mokoe, npu Harpy3ke - y 5),y 11 gereit
ObLJIM YBEJIMYEHHBbIMU pa3Mepbl MIEYEHU, B 5 Cilyyasix OTMeYanach TaXUuKapiaus.

Yposerb NT-proBNP Ob11 3Ha4uMMO yBeIMYEH y BCEX MALMEHTOB, CPEJHEE
3HayeHue nokasates coctaBuiio 6193 nr/mn. DKI' BeisiBUIa neperpy3ky MuoKapya
>KEYIOYKOB M BBIPAXKEHHbIE HAPYLIEHMs TMpoliecca Penossipu3alum y BCEX
nauMeHToB, B 11 cuywasix orMmedanach mneperpys3ka mnpepcepauil. [Io paHHBIM
peHTreHorpaum OpraHoB TPYHOM KJIETKM Y BCeX JeTeil 3auKcupoBaHa
BbIpaxkeHHas kapauomeramusi ¢ KTH ot 62 o 78%. B cooTBeTCTBUM C XapakTEPOM
3a005€BaHusl 'y Bcex feTed mnpu mnposefeHun OJxoKI' BusyanmmnmsmpoBasach
munatamus nojnoctu JIZK, megmana Z-score KIP JIXK cocraBuma 6,8 (6,5;7.,7),
neBasg arpuomeranuss otrMmedeHa y 10 manmeHToB, MeguaHa Z-score  JIEBOTO
npencepaust coctabuiia 3.9 (2,35;4,9). Menuana ®B JIK coctaBuna 29 (28;36).
Dxokappuorpaguyeckre MpU3HAKU JIETOYHOW TMIIEPTEH3UU BbIsBIEHbI Y 10 fgereii.
B 3-x cayyasx mo pganHbiM OxOKI' [MarHocTMpoOBaH HEKOMMNAKTHBIA MMOKapH
JeBOro kenypouka. Iloka3zarenu KIMHUKO-MHCTPYMEHTAJIBHOTO OOCJIEOBAHUS
cooTBeTcTBOBanM d4aile Bcero III ®K XCH (n=7), IV ®K XCH (n=4), y 1

nagueHTa quarnoctruposan [ @K XCH.
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Bcem persam Obuta Ha3HaueHa KOOMHMPOBAHHAs MEAMKAMEHTO3HAs TEpanus
XCH (mAIl®, AL, AMKP, nnypetuk, ceppeunsiii rnvko3up). Ha done neuenus
COCTOSIHME JIETEN CTAOMIIM3UPOBAIIOCH, B 8 ciyvasax TsxkecTbe HMK ymeHbmnacey
J10 JIETKOM U CPeHEN, HO y 4-X JIETel COXPaHsSIUCh BbIpaxkeHHble cuMnToMbl XCH,
B 2 ciy4asx NpH AUHAMUYECKOM HAOMIOIEHUM OTMEYAIOCH YXY/IIEHUE COCTOSIHUS
KaK KJIMHMYECKM B Buje Hapactanuss cumnromoB CH, Tak M 1o JaHHBIM
1a00paTOPHO-NMHCTPYMEHTAIBLHOTO OOCJIEIOBAHUS B BUJIE HapacTaHusl ypoBHs NT-
proBNP, yBeanuennss KTM, HapacTanus puiatauuu CepAeYHbIX Kamep |
NPOrpeECCUPOBAHNS] MUTPAIBHOW HEJOCTATOYHOCTU. DTUM 4-M mNagueHTam Oblla
NPOBE/ICHA

XUpYypruueckass  KOpPpEKLHMs

PI'AY

MUTPAIBHOW  HEIOCTATOYHOCTHU

(KapAMOXUPYPruveckoe  OT/IEJICHUE «HaluMoHanbHbIl ~ MEIULMHCKUI
VCCJIE[IOBATENILCKUI LIEHTP 3/10POBbs JieTei» Mun3znpasa Poccun).
Tabauya 24. Kaunuueckas xapaxmepucmuxa nayueHmos, Komopbim Oblia

NPOBeOeHA XUPYpuuecKkas KOpPeKyus MUmpaibHol HeOoCmMamouyHoCmu

[Taumen | Bospact Bo3zpact Bo3zpact HMK nepen | HMK oK no | K no

T MaHudecTa | Opu MNEPBOM | NPOBEACHUS onepauuei, nocie Ross Ross
812078 rocouTalu3a | XUpypruyeckom | CT. onepauuu, | nepep nocie
CUMIITOMOB, | LMU, MEC. KOPPEKLUU, MeC. CT. onepauue | omnepar,
Mec. i umn

1 0 4 9 3-4 1 3 2

2 3 4 10 3 1 3 2

3 3 8 22 3 1 3 2

4 0 9 11 4 - 4 -

[Taupenty 1 Obula mpoBefeHa WIOBHAas aHHyJominactuka MK, B ocTanbHbIX
Cly4asix BbINOJHEHO mpore3upoBanue MK Mexannuyeckum mnpore3oM. Ilocie
NPOBEACHNUS XUPYPIUYECKON KOpPpPEKIMUA Yy 3 JeTeil OTMEYAIOCh BBIPAXKEHHOE
yAy4dllleHUe Kak KJIMHAYECKOro CTaTyca B BHAE YMEHBIICHUS CUMIITOMOB
3acropHon  XCH wm crabwmmsagum  COCTOSIHMSI, Tak UM JabOpaTOpPHO-
MHCTPYMEHTANBHBIX MApaMeTpPOB, y NalyeHTa 4 COXPaHSJIMCh BbIPAXKEHHbIE
cumntoMbl CH, B Bo3pacTte 12 MecsiieB HACTyNUI JIETATIbHBINA UCXO].

[Tocne onepaTMBHOrO BMEIIATENBCTBA Y BCEX MALMEHTOB C OJIArONPUSTHBIM
VCXOIOM OTMEYEHO CHUXKEHME ChIBOPOTOYHON KOHUeHTpauuu NT-proBNP. Ilo
nanHbiM OxoKI' y pgereit ¢ OnaronpusiTHBIM MCXOIOM B JMHAMUKE OTMEYEHO

yMenblueHue Z-score KIIP JIK, ymenbuienue pasmepos JIII, Tem He MmeHee, B
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TEUYECHHE MEepUojia HAOMIO/ICHNS [JaHHbIE MOKAa3aTeM BO BCEX CIIy4YasiX OCTABAIUCH
yBesqnueHHbiMu. @B JIK nocne onepaTMBHOro jeyeHus yBeJauuyuiach y OJIHOIO
peOeHKa, OJIHAKO 3a NEepuoj, HAOOEHUS y BCEX MNAUUEHTOB COXpPaHSAETCH
BBIPAXKEHHOE CHUKEHHE COKPATUTEIBLHON CTOCOOHOCTH MUOKap/a (pUCyHOK 21).
Bce petu npoposckaror nonydath tepamnio XCH (MAIl®, BAB, AMKEP,

MOYETOHHBIE NIPENAPAThI, CEPACYHBIE [TIMKO3WbI).

NT-proBNP, nr/mn Z-score JII1

45000 8
40000 7 °/\
35000 6
30000 5
25000 4
20000
15000 3
10000 2 -

5000 v‘\ 1

0 0

Ucxomno  Ilepen Ilocne B Ucxommo  Ilepen Iocie B
OIepanyey onepamn JUHAMHUKE ornepanyeil onepanyy IWHAMHUKE

=@=[Tanuenr | TTamment 2 =@=[Taruenr 1 TTanment 2
ITamwmenT 3 ITamuenT 4 TTaruent 3 TTamuent 4
Z-score KJIP JDK ®B JIXK, %
g 55
=
g N 45 P |
AN
5 35 /
4 N
2 /
1 15
0 5
Hcxonno  Ilepen ITocne B
onepauyei onepauuy AMHaAMHIKe -5 Hcxommo Tepen Tlocne B nunamuke

omepanueil onepanuu

==@=[lamnuenr 1 TTamuent 2 =@=[lamuent 1 TTarent 2

ITamuenT 3 ITanuenT 4 ITamuenT 3 ITanuenT 4
Pucynox 21. I[loxaszameau 1aabopamopHo-uHCmMpYMeHmMAasbHO20 UCCAEO0B8AHUS
NAUUEeHMO8 8 OUHAMUKE 00 U NOCAE KOPPEKUUU MUMPAAbHOL HEOOCMAMOUHOCU
Takum 06pa3oM, XUpyprudeckasi KOppekuys HeJOCTATOYHOCTU MUTPAIILHOTO
KJlanaHa y NaguMeHTOB C auiaTairoHHbiM peHoTunom KMIT no3BonsieT yMEeHbIIUTD

CTCNICHbL PEMOJCJIMPOBAHMs JICBBIX OTACJIOB CCpjlua, CHU3WUTL BbIPAXKCHHOCTDL

3aCTOMHBIX SBJICHAA B MaJiOM KpPyre KpOBOOOpAIEHMS, YTO COINPOBOXKIAETCS
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yJIydlleHUeM KJIWHUYECKOro cTaryca M 3aMeJIEeHMeM MpOrpecCUpOBaHUs
3a00/1€BaHUS.
Ha ocHoBaHuuM pe3yabTaTOB JieUEHUs [ieTell paHHEro BO3pacTa C

npunaTtauMoHHbM penotunoM KMIT pa3paboTrana cxema nedeHust (pUCyHOK 22).

N
JAunaranuoHHbIH (PEHOTHII KAPAUOMHUOIIATHH Yy eTell PAHHEro BO3pacra
J
Vv \ 4 Vv
JltypeTHKy HAII® no pa3paGoTaHHOi cXeMe TUTPOBAHMS 103bI
Jurokcun
1pu BAB no pa3pa0oranHoii cxeme THTPOBAHUS 103bI
pasp p npu
IIpU3HAKaX 0
32CTOS AHTaroHuCT MUHEPAJIKOPTUKOM/IHBIX PeLeNTOPOB DB < 40%

— —

ViyHIIeHHe cOCTOSHUS OTcyTCcTBHE TUHAMUKHU/YyXY/IIICHUE

COCTOSIHUSI
N / \
CPT npu Xupyprus MK
QRS>120 mc npu HMK 3-4 cr.

ITocrenenHoe CHUKEHHE
JI03bI/OTMEHA Ny PETHKA,

OTMCHA JUI'OKCHHA

Pucynox 22. Cxema neuenusi oemetl panumezo 803pacma npu OuiamayuoHHOM

Genomune kapouomuonamuu

Kannuvecknii ciay4yait NeS. ITauueHT ¢ MUTPAJIbHOM HEAOCTATOYHOCTBIO.

B kadecTBe KIMHUYECKOTO IPUMEPA MPUBOAUM HabIt01eHHe 00IbHOU B.
AHamMHe3 KU3HU: JIeBouka OT 1-ii OepeMEeHHOCTH, NPOTEKaBIIEH C
MOBBIILIEHUEM CBEPTHIBAEMOCTH KPOBU HA BCEM IPOTsKEHUU (B 1 TpumecTpe MaTh
[oJIy4yaja JIEYEHUE HU3KOMOJIEKYJISPHBIM TemapuHoMm, B 1,2 Tpumectpax -—

JTUTIAPUIAMOJ), 1-X caMOCTOATENbHBIX POJIOB Ha 38 Hesene rectanuu. Macca Tena
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npu poxaenun 2990 r, poct 49 cMm, onienka no mkaine APGAR 7/8 6annos.

Anamue3 Ooinie3nu: B Bo3pacte 1,5 mecdiieB miaHoBo BbIoHEHO DXOKI':
Hebonbioe pacmupenue JIK ¢ KJAP 26 mm (Z-score 2,8), @B 65 %, ocranbhbie
IIOJIOCTH CepAla HE PaCIIMPEHbl, CTEHKU HE YTOJIIEHBI, peryprutanus Ha MK 1
CTENIEHU, OCTAJIbHBIE KJIallaHbl 0€3 0COOEHHOCTEHN, OTKPBITOE OBAJIBHOE OKHO 3 MM,
OTKPBITBIA apTepuaibHbli NPOTOK 1,4 MM. PekoMeHAOBaH KOHTpOJIb yepe3 3
Mecsna. OxoKI' B Bo3pacte 3 MecsleB: TMHAMHUKA OTPULATENIbHAS — YBEIUYEHUE
pasmepa JIII nmo 22 mm (Z-score 2,68), KIAP JDK go 31 mm (Z-score 4,3),
camwkenne @B no 20% , peryprutanus Ha MK +1+2. /laHHBIX 3a aHOMAaJIbHOE
OTXOXJEHUE JIEBOM KOPOHAPHOMN apTEPHH, IATOJIOTUIO A0PTHI HE MOJY4YEHO.

JUis  yTOuHeHusT [uarHo3a M 1oja0opa Tepaluu HamlpaBlieHa Ha
rOCHUTANN3aIMI0 B Kapauonornuyeckoe otaeneHne PI'AY «HMMUILL 3mopoBes
nere» Munsnpasa Poccuu. IIpu nepBoOM NOCTYIUIEHHM COCTOSIHUE CpEOHEU
TSDKECTH, oOpaman Ha ce0s BHUMaHue naepuuut wmaccel Tema 6 %,
NepUOPOUTANIBHBIA U IEPUOPATBHBINA [IUAHO3, KMPAMOPHOCTb KOXHW», JUCTAIbHBIN
TUIIEPTUAPO3, PACIIMPEHUE TPAHUL] OTHOCUTEIIBHOM TyNIOCTH cepaua BiIeBO 10 + 1
CM OT JIEBOW CPEOHEKIIOYWYHOM JIMHUW, CHUCTOJUYECKUMU IIYM HaJ BCEU
MOBEPXHOCTBIO CEpJilla, MPOBOAAIIMNCA B JIEBYIO MOJAMBIIIEYHYIO 00JIacThb M Ha
cnuny. OxoKI': aunatupoBansl o0a npeacepaus (JIII 20x44 mm npu Hopme <16
MM, TIT 22x29 mm ipu Hopme 16,6 mm) u JDK (KJP 31 mm npu Hopme < 24 mm),
camkeHa cokpatumocth JIK (@B mo Teitxoney 44%, mo Simpson 38%),
noBeilieHa Tpadexynsipaocts 3CJIK, acunxponnoe asmxenue MXKII, HMK +2 na
dboHe aHHyN0dKTa3uu pudpo3Horo koibia MK, naBienue B 1EroyHol apTepuun He
noBeIleHo (22 mMm pt.ct1.). OKI': mpaBonpencepansiii putM ¢ YHCC 150-159/muH,
npu3Haku runeprpoduu JIII, JOK, napymenus npouecca penonspuzanuu. XM-
OKI': ymepeHHass Taxukapausi B T€UEHHE CYTOK, CUHHYCOBBIA PUTM C 3MH30aMH
murpanuu B Muokapzh IIII Bo cHe, reMOgMHaMUYECKH 3HAYUMBIX HaAPYIICHUU
puTMa cepAla He 3aUKCHUPOBAHO, BBIPAXKEHHOE HapyIIEHHE Ipolecca
penonspuzanuu. Pentrenorpadusi OpraHoB TpyJHON KJIETKU: PacHIMPEHUE JEBOU

rpanunbl cepana Ha 1,5 cm, KTU 58%. YuureiBass KIMHMYECKYIO KapTUHY WU
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pe3yibTarthl  00CieA0BaHUsA, MNPOBOAWICA IU(PdEepeHINaNIbHBIN AUarHo3s ¢
TEYEHHEM MMOKApAUTa, FTeHeTHYeCKU aetepMuHupoBanHor KMII, apurmMoreHHbIM
IE€HE30M PEMOJICTUPOBAHMS JIEBOTO JKENyAouyka (B CBSI3M C TaXWUKapJauewn).
BrictaBnen nuarno3: Kapamomwuonarus, auiataudoHHbI ¢penorturn. IloBbimenue
TpaOEeKyJIIPHOCTH JIEBOIO *enyaouka. HenocTaTouHOCTh MUTPAIBHOIO KJlalaHa.
XCH A cr. ®K II no NYHA. Ilogo0Opana tepanus XCH: nuAll® xanronpu,
CeplIeYHBbI TIIMKO3UJ AUrokcuH, BADB Oucomposion, mneTieBod IuypeTuK
TOpPaceMH/I.

IIpy KOHTpONBHOM OOCIEAOBaHMM 4Yepe3 2 Mecsilua OTpulaTelIbHas
JMHAMHMKa KaK KIMHWUYECKH B BHMJE TaxWKapAWM, TaKk M MO JaHHbIM OxoKI™:
yBEJIMYEHUE pa3MepoB npeacepauii, Hapacranue HMK go 3 crenenun. B tepanun
yBeJIMUEHa J103a Oucomposoia, 1odasieH GpypoceMus, Ha poHE YEro OTMeUanach
KpaTKOBPEMEHHAsI CTa0MIIM3alUsl COCTOSHUSA, OJJHAKO Yepe3 2 HeAeNd COCTOSHUE
pebeHKa BHOBb YXYAIIMIOCH: Taxukapausa 10 160 B MuHyTy nipu 00pCTBOBAaHUH,
130 B MUHYTY BO CHE, HapacTaHUE€ OJBIIIKH, CHUKCHHBI HSMOLMOHAIbHBIN
¢on. Ilpm rocnuranuzanuu B BO3pacTe 7 MECALEB KIMHUYECKH OTMeqalics
CEpPOBATO-IITUAHOTUYHBIN KOJOPUT KOXKH, «KMPAMOPHBIA PUCYHOK», IIEPUOPATbHBIN
U NepUOpOUTANBHBIA IMAHO3 C YCUJIEHUEM NpH OecrnokoicTBe, ofpimka ¢ Y1 no
42 B MUHYTY B MOKO€, KOPOOOUHBIN OTTEHOK MPH MEPKYCCUU, B MOJOKEHUU JIEKA
— osnu3oabl  «kpaxtsamero» Asixanuda, YCC B mnokoe 132-150 B mMuHyTY,
renatomeranuss +2,0 cM wu3-moj kpas mpaBoit pebGepuoit myru. XM OKI:
BBIpa)KEHHAs Taxukapaus B TeueHue cyTok (cpeanss UCC 3a cytku 170 B MUHYTY
npu Hopme 130+/-8), BbIpakeHHOE HapyIIEHHE Mpoliecca PEenosipu3aluu ¢
npu3Hakamu uiemun Muokapaa. OxoKI': nunartamus Bcex mojocrteit cepaua (JIIT
29x36 mm, IIII 26x30 mm, IDK 14 MM, KIAP JDK 37 wMwm), cHmkeHa
cokparutenbHas ¢pyHkuus (OB mo Teiixonbu ot 33 1o 22%, mo Simpson 33%),
HapacTaHUe aHHYJIO03KTa3uu (puodpo3Horo kosbua MK 24 MM, kpaeBoe yToJIIEHUE
ctBopok MK, HMK 3-4 crenenu, HTK 3 creneHu, MOBBIIIEHO CHUCTOIAYECKOE

JABJICHHE B CHCTEME JIETOYHOW apTepuu 10 64 MM pT.CT., HWXKHSS I0Jasg BEHa
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pacmupeHa, Kojutabupyer Ha BAOX. Ilo JaHHBIM pPEHTIEHOrPAMMbl OPraHoOB
rpyaHor knetkn KTHU yBenmumncs no 67%. YapTpa3sByKOBOE HCCIENOBAaHUE
OpraHoB OpIOIIHOM TMOJOCTH: TENaTOCIUIEHOMEraiaus, MapeHXuMa I[eYEHU
TUIEPIXOreHHas, HEOITHOPOHAs, paCUIMPEHbl MEeYeHOYHbIe BEeHbl. B Tepanuu mno
TSYKECTU COCTOSIHUS HAa3HAYEHBI TITIOKOKOPTUKOCTEPOUIbI (B/B €KCAMETAa30H 10 2
M X 3 p/n), mepeBeieHa Ha MapeHTepalbHOE BBEJACHHUE TUTOKCUHA, (ypoceMua,
YUHUTBIBASI BBIPAKEHHYIO TAXUKAPIUIO C AHTUAPUTMHYECKON LIETBI0O B TEpaNUIo
noAkioYeH amuoaapoH. Ha ¢QoHe koppekuuu JieyeHuss - MOJOXKUTEIbHAs
JMHAMUKA B BHJI€ YJIY4YIIEHUS HMOLMOHAJIBHOTO TOHyca (CTajga aKTUBHEE B
TEUEHUE JHs, YIYUYLIWICS amMeTUT, yiabldanach Mame, Wrpaja WUrPyLIKAMH),
YMEHBLIEHUS MPU3HAKOB HEIOCTATOYHOCTH KpOBOOOpamieHus (MEHee BbhIpakeHa
OJIbIIIIKA B TIOKOE M MIPHU HArpy3Ke, Taxukapaus co cHrkenuem a0 100-110/mMun Bo
cie u 120/MuH mpu akTUBHOM OoapcTBOBaHuM), Mo DXoKI HOopmanuzoBaics
pasmep IDK, ynyummnace cokpatumocts JIOK (OB no 55% no Teitxonsiyy, 54%
no Simpson), ymenbiienue HTK no 1-2 cremenu, pacuetHoe naBieHue B JIA
CHU3WJIOCH 110 34 MM PT.CT.), coxpaHnsuiachk peryprutaius Ha MK go 3-4 crenenu.
Yepe3s 2 wMecsla BbIPAXEHHOE YXYALIEHHE COCTOSHMS: HapacTaHUE
OJIETHOCTH KOXXHBIX TOKPOBOB, BBIPAXKEHHOCTU «MPAMOPHOCTH» PHUCYHKA,
ANU30/bl KITOCUHEHUS» I'y0 Mpu 11ave, Taxukapaus A0 130/MHUH BO CHE, OJIBIIIKA C
ANU30JaMU «KPAXTALIErO» JbIXaHUs; OJHOKPATHO HEOOWJIbHAs pPBOTA, CHUYKEHUE
annetuta. [lnaHoBo oOpaTWiIMCh K KapAHOJIOTY, B JIEHb KOHCYJbTALlMM PE3KOe
YXYIILIEHUE COCTOSHUA: KPYIHBIA «MpPaMOPHBI» PUCYHOK, HAPACTAHUE OJABILIKH.
B kaOuHere Bpaua CTOHyUIEE€ IbIXaHHE, IIMAHO3 I'y0, KOHYMKA HOCA, HOITEBBIX
(panaHr nanablEB, COCTOSHUE PACLIEHEHO KaK KpailHe TsSKeNoe 3a CUeT CUMITOMOB
CEpJIEYHO-JIETOYHON HEJ0CTAaTOYHOCTH, PEOCHOK 3KCTPEHHO T'OCIUTAIM3UPOBAH B
OTJIEJICHUE peaHuMalud M HWHTEHCUBHOW Tepanuu. Ilocne kynupoBaHus
CUMIITOMOB TOJIMOPTAaHHOM HEIOCTaTOYHOCTH, CTAaOMJIM3AalMK COCTOSHHUS U
nokKasarejield TeMOJAMHAMHUKH, YYHUTBIBAs COXPAHSIOLIYIOCd HEIOCTATOYHOCTh
MUTPAJIBHOrO KJanaHa 3-4 CTeneHdu, He MOAJAIIIYIOCS KOHCEPBATUBHOMY

JEYEHUI0O M MNPENSATCTBYIOIIYI0 yMmeHblleHHto nposiBaeHuid XCH, mnpunAto
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pelieHre O XUPYpruyeckod Koppekuuu nopoka. IlpoBenena omnepanus
npore3upoanuss MK  mexanuueckum  mporesom  Sent  Jude 17 wmwm.
[TocneonepanmoHHbIl MEepUOJ] THaAKUNA. 3a BpeMs HAOIIOJEHUSI COCTOSHUE
pebeHKa C TOJIOKUTEIbHOW JMHAMHUKON: TMEpeBeleHa Ha CaMOCTOSTEIbHOE
MUTaHUE, BOCCTAHOBUJICS aIETUT, HAPOCIA MOTOPHAas aKTUBHOCTb, YJYYILIUJICS
AMOIIMOHANIbHBIN ()OH, KyNUpOBaHA OJBIIIKA, TaXUKapAus, HOPMaJU30BAIUCH
pa3Mepbl MeudeHu. JleBouka BBIMHCAHA W3 OTACIECHHUS C PEKOMEHIAlUsIMU
nponokeHns npuema tepannu XCH. Crycerda 3 mecsina Beipociia Ha 9 M, B Bece
npubasuna 1,2 kr, npu kontposie IxoKI' menee Boipakena aunarauus JIIT 25x26
MM (Z-score 3,1), coxpansiercss nunatauus JOK ¢ KJAP JIK 37 mm (Z-score 4,4),
®B 47% mno Teicholz, 36% mno Simpson, NpoTe3 MUTPAILHOTO KJamaHa
(GYHKUMOHUPYET YJOBIETBOPUTENBHO, PErypruTalMil HET, TPUKYCHUAAIbHAS
peryprutanys yMEHbIIWIAch 10 |-2 cTeneHu, HOPMAIU30BAJIOCH [1aBICHUE B
CUCTEME JIErOYHOW apTepuu. JleBouka NpOJOJKAET HAONIOJEHHE B YCIOBUAX
KapauoJiornueckoro otaenenus Llentpa.

B naHHOM KJIMHUYECKOM MpUMEpEe MPOAEMOHCTPUPOBAHO TKEIOE TEUEHUE
OUIATAllMOHHOTO (PEeHOTUIIa KapJWOMHUONATHUU C BBIPAXKEHHONW OTHOCHTEIbHOM
HEJOCTATOYHOCTbIO MUTPAJIBHOIO KJanaHa, OOYCIOBUBILYIO HEIOCTAaTOYHYIO
3¢ (PEKTUBHOCT, MEIMKAMEHTO3HOM Tepanmuu. XHUpypruyeckas KOppeKUus
MO3BOJIMJIA CTA0MJIM3UPOBATh COCTOSIHUE MALMEHTKH, YMEHBLIUTh MEPErpy3Ky
JEBbIX OTAEJIOB CepAlla W Majoro Kpyra KpOBOOOpaIlEHHs, CIOCOOCTBYS

3aMeNICHHIO POTPECCUPOBAHUS 3a00ICBAHHS.

3.7. AHa/IM3 BBIXKHBAEMOCTH M NPEIUKTOPOB MCXO00B NIPH IHJIATALMOHHOM
(peHOTHIIC KAPAMOMHUOINIATHH Yy JIeTei ¢ 1e0I0TOM B paHHEM BoO3pacre..
Ho  mnHacrosyero  Bpemenn KMII  cuuraercs  3abosieBaHmeM ¢
HEOJIArONpUATHBIM TPOrHO30M, M3BECTHO, YTO HCXOJ| 3a00JI€BaHMs 3aBUCUT OT
MHOXecCTBa (pakTOpoB. Il0 MaHHBIM CTATUCTUYECKOrO AaHAIM3a OJIHOJIETHSIS

BLDKIBAEMOCTL MANMEHTOB B HamleM WcclenoBannu cocrtasuiaa 93,08+2,75%,
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NSITUJIETHSIST BbIXKUBAEMOCTh - 82,2+5,8%. YacToTa HEOMaronpusTHbIX UCXO/IOB 3a
BeChb nepuoj HabmosieHus coctabuna 9,4% (n=10): 9 netanbubix ucxogos u 1 TC.
Cpennuit BO3pacT JeTeil Ha MOMEHT HEOIaronpusaTHOrO MCXofa cocTaBui 33
Mecsa, CpejiHee BpeMsi HaOJIIOfIEHHs] B HAIIEM LIEHTPE COCTABUIIO 22 Mecsla.
Y 4-x cpenu yMmepuiux NAUUEHTOB MArHOCTUPOBAH [UJIATAMOHHBIA (DEHOTUII
KMII wpmnonatuyeckoro reHesa, y l-ro — cemeiiHas ¢opma KMII, 4-m petsam
BbicTaBjieH uarHo3 HKMII. Opgnomy u3 naguentoB ¢ HKMII puarnoctupoBan
cunpoM Bapra, uTo siBUNOCH OTsAryarommM (poHoM B TeueHuun 6osie3nu. [lanuenr,
KOTOpOMYy B Bo3pacte 6 jieT Oblia nposeeHa TC, Habmopancs ¢ 3-X MecsleB ¢

HKMIT (pucynok 23).

(DyHKHI/IH BBI2KMBAHUA
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Bpemst HaOroeHUS, MECSIIEB

Pucynox 24. Kpusas sbuicusaemocmu nayueHmos ¢ OUAAmMayuOHHbIM heHOMUnom
KMII ¢ oebromom 3abosesarnus 8 panHem 803pacme

BbrkuBaeMoCTh NMalMeHTOB 3aBucena oT ucxoaHon Tsekectn XCH: nHanbonee
YaCTO HEOJIArONMPUSTHBIE UCXObl OTMEYAIUCh Yy MauuMeHToB ¢ ucxogHo IV ®K
XCH, pexe c III ®K XCH. Cpequ naumentoB ¢ ucxogHo I ®K XCH B Hamem
UCCJIEIOBAHUMU HE ObLUIO 3apEerMCTPUPOBAHO HEOJArONMPUSITHBIX UCXOMOB (PUCYHOK

23).
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Pucynox 24. Kpusas evuicusaemocmu nayuenmos ¢ 0e6romom OUIamayuOHHo0
¢penomuna KMII 6 pannem 6o3pacme 6 3a6UCUMOCMU OM UCXOOHOU MANCECMU
XCH

[Tpu cpaBHEHUM CpPEeHMX 3HAYEHMI YMCJIOBBIX XapaKTEPUCTUK MAaUUEHTOB U3
rpynnbl ¢ OJAaronpuUsTHbIM M HEOMAronpusITHBIM KMCXOJOM BbISIBJI€HO, YTO MpU
KJIMHUYECKOM OCMOTpE CTaTMCTHYecKu 3Haummo paszmmyamck Y m YCC, uro
IEMOHCTpUpPYET Oosiee HeOJaronpusTHOE TeyeHue 3a00JeBaHMs Yy MAUUEHTOB C
BbIDAXKEHHbIMM CHUMITOMAMU CEPAECYHOI HefgocTaToyHocTH. Cpeau napameTpoB
1a00pPaTOPHO-UHCTPYMEHTAIBHOIO  OOCJIE[JOBAHUS  MAUUMEHTOB B  MEPBYIO
FOCIUTAIN3ALMIO CTATUCTUYECKA 3HA4YMMO pasimyaics ypoBeHb NT-proBNP,
BeanunHa KTU, Z-score KIIP JI2K u ®B JI2K (Tadmuuna 25).

[Ipy mnpoBeAeHUM CTATHUCTUYECKOIO aHajdW3a BBISBIEHBI KpPUTEPUHU
HeOIaronpusTHOro MpPOTrHO3a npu AunaranroHHoM ¢enotune KMII ¢ nebrorom
3a0oneBaHusi B paHHeM Bo3pacTe. Cpeau KIMHUKO-aHAMHECTUYECKUX JAHHBIX C
HEONAronpusTHbIM  HMCXOAOM  OBUIM  aCCOLUMHUPOBAaHbIl  MOTPEOHOCTH B
KapJUOTOHUYECKON NOAJEPKKE, HEOOXOIMMOCTh YpPE330HAO0BOIO0 KOpPMIIEHUS,
CHW)KEHHAsl JBUTATENbHAs AKTHUBHOCTb, OJBIIIKA C BTSKEHHUEM MEXPEOEPHBIX

MPOMEXKYTKOB, (DOPMUPOBAHKE CEPJIEUHOTO ropOa B nebroTe 3a0osieBanus. Takum
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oOpazoMm, naeTH C HauOoyiee BBIPAXKEHHBIMU CHUMIOTOMaMU HEIOCTaTOYHOCTHU
KpOBOOOpAIICHUS YK€ Ha paHHUX CTaAMsIX 3a00JieBaHUS MPEICTABISIOT COOOM
TPYIITy PUCKA IO JETATBHOMY HUCXOY.

Tabauya 25. CpeoHnee  3HaAueHUe  HUCAOBLIX  NAPAMEMPO8  KAUHUKO-
UHCMPYMEHMAALHO0 — 00CACO08AHUA nayueHmos ¢ OAQRONPUAMHBbIM U

HeONAZONPUAMHBIM UCXO00M 3AD0NEBAHUA

XapakTepucTuka biaronpusitHbIN HebnaronpustHblii p
ucxon (n=96) ucxon (n=10)
YCC B MUH B IIEpPBYIO 128,23 146,89 <0,001
rOCIUTAIN3ALNIO
Y/l B MUH B IEpBYIO 36,82 53 <0,001
rOCIUTAIN3ALNIO0
NT-proBNP nr/mi B nepByto 3206,91 11271,22 <0,001
rOCIUTAIN3ALNIO0
KTH B nepByto rocrnurain3ainio 62,06 68,00 0,01
@B (%) no Simpson B nepByto 38,92 23,11 <0,001
rOCIUTAIN3ALNIO0
Z-score KJIP JIK B nepByto 4,58 6,80 0,01
rOCIUTAIN3ALNI0

Cpean  paHHbBIX  1a0OpPaTOPHO-MHCTPYMEHTAIBHOIO  OOCJEIOBAHMS
BBISIBJICHBI CIICYIONINUE MPEIUKTOPHI HEOIAronpUaATHOTO UCXo/a. BoisBisieMast mo
JAHHBIM XOJTEPOBCKOro MoHUTOpupoBaHus OKI' »kemymoukoBass aputmus S
rpagauuu 1o Lown Oblia accOlMMpOBaHa ¢ BBICOKUM PHCKOM HEOJIAronpusiTHOTO
MCX0/1a, BEPOSITHO, 32 CUET yCyryOJeHus TeMOIMHAMUYECKUX HapylleHuit Ha (hoHe
HapymieHuss putMma cepamna. Cpeaum sxokapauorpaduyeckux 0CcoOEeHHOCTEH
OCHOBHBIMU HEOJIArONPUATHBIMU KpUTEpUsIMU sBIsMCh Hammuue HM  JDK,
TOTAJIbHAsA MHUTPAIbHAA HEIOCTATOYHOCTh M MOBBIIICHUE JABJICHUS B CHCTEME
JIETOYHOMW apTepuH, BhISIBIISIEMbIE B Jc0t0Te 3a00ieBaHus (Tabnuma 26).

Takum 00pa3oM, BBDKMBAEMOCTh MALMEHTOB pPaHHEro BO3pacTa C
nunataoHHbM ¢eHotunoM KMIT 3aBUCUT Kak OT STUOJOTUM OOJIE3HU, TaK U OT
WCXOJHOW  TSKECTH  COCTOSIHMSI, IIPU  OTOM  CTENEHb  BBIPAXKEHHOCTH
pPEMOJIETMPOBaHUSl MHOKAapJa U CHW)KEHHS €ro COKPaTUTEbHOM CIIOCOOHOCTH,
HAIMYUE JIETOYHOW THUIIEPTEH3UH, TOTAJIbHOM MUTPAIBHOW HENOCTATOUYHOCTH M

TSKEJIBIX JKEIYNOYKOBBIX HAPYLIEHWM DPUTMa MOTYT YKa3blBaTb Ha BBICOKYIO
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BEPOSITHOCTh HEOJArONPHUATHOTO MCXOJa M HEOOXOJUMOCTh YCHJIEHUS TEpanmuu
100 paHHEN NOCTaHOBKY Ha JucT oxkuaanus TC.
Tabauya 26. OmuoweHue wWanco8 603MONCHO20 HEOIASONPUAMHO20 UCX00d NpU

ounamayuonnom gpenomune KMII ¢ oebromom 3abonesanus 6 panuem eo3pacme

Xapax < OTHOIIEHHUE IIIAHCOB
apaKTePUCTUKA (95% JIH) p
[ToTpeOHOCTH B KapAUOTOHUKAX B Ie0I0TE 435 (0.94-20,14) 0.04
3a00J1CBaHUs
Heob6xommMocTh 4pe330H10BOTO MUTAHUS B 4.4(0,87-22.25) 0.05
nebroTe 3a001eBaHus
CHuXeHHE IBUTaTCIbHOM aKTUBHOCTH B JCOIOTE 5.46 (1.27-23.45) 0.01
3a00J1CBaHUs
dopMHpoOBaHUE CEPACUHOrO ropda B Ae00Te 7.82 (1,53-39.87) <0,001
3a00s1CcBaHUs
OpplIKa ¢ BTSDKEHHEM MEXPEOepPHBIX 5.56 (1,16-26,57) 0.01
MIPOMEXKYTKOB B JIe0r0TE 3200JIeBaHUS
HM JIXK no nanusiM OxoKI 3,54 (0,83-15,05) 0,05
HMK 4 crenenu no nanasiM DxoKI™ B nedrote 4,89 (1,04-22,95) 0.02
3a00J1CBaHUs
[ToBbIIICHNE 1aBJICHHUS B CUCTEME JICTOYHOM 4,52 (0,54-37.62) 0.03
aprepun mo IxoKI" B nebroTe 3a0o0ieBaHus
Kenynoukosas aputmus 5 rpaganuu o Lown B 437 (1,05-18.19) 0,03
Je0roTe 3a00eBaHus

Kannuveckuii cixyyaii Ne4. HedmaronpusitrHoe Tedenue 00/1e3HHM.

B kauecTBe KIMHUYECKOT0 IpUMepa MPUBOAUM HabmtoieHrne 6oapHoro K.

AHaMHE3 KU3HM: MaJb4MK OT 1-i OGepeMeHHOCTH, NpPOTEKaBIEH Oe3
0COOEHHOCTEM, 1-X caMOCTOSATENBHBIX POJOB B CpoK. Macca npu poxaenuu 4070r,
mHa 50 cM, 3/6 6amnos no mkaine APGAR. PeannmanyioHHble MeponpusaTHs B
POJIUIILHOM 3aJI€.

AHamHe3 OoJe3Hu: 0O0JIEH C POXKIEHHS, B POJAJOME BBICTABICH JIMArHO3
BIIC (BTopuuHblii nedexT MexnpeacepaHoil meperopoaku). Ha BTopeie cyTku
HalpaBji€H B KapAUOXUPYPrHUYECKOE OTJAEJIEHUE JIETCKOW penyOIMKaHCKOU
OOJBHULIBI [0 MECTY JKUTEIBCTBA B TSDKEIIOM COCTOSSHUM Ha (hOHE HApYIICHHM
pUTMa, apTepUATLHOM TUIOKCEMUH, CEpIACYHO-IBIXaTEIbHOM HEAOCTaTOYHOCTH.
[Ipy mocTyniaeHuM KOKHbIE MOKPOBBI LIMAHOTUYHBIE, B JETKUX BBICIYIIUBAKOTCS
BJIQXKHBIE XPUIIbI IO BCEM MOJISIM, TOHBI CEpJILia TIyXUe, pUTMUYHbBIE, BbIpAKEHHAs
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Taxukapaus, acuut, rematomeranuss a0 3cM. Ha OKI' mmpokokoMIuiekcHas
taxukapaus. IXoKI': nunaranusa JDK, camxenne @B JDK no 30%, IDK 20mm, 111
3HaunTenbHO pacmupeno, HMK n HTK 3 crenenu, runepsaxoreHHOCT, MUOKapaa
JIEBOTO M NpPaBOro >KeiaynoukoB. Ha3Hauena Tepanus: B/B JONAMUH, JTUTOKCHUH,
aMHOJAPOH, bypoceMun, MIPEIHU30JIOH, HEOTOH, BHYTPUBECHHBIC
MMMYHHOTJIOOYJIMHBI,  aHTHOAKTEpHallbHAsl  Tepamus, per OS JIUTOKCHH,
CIOUPOHOJIAKTOH, Kantonpwi. Ha ¢oHe mpoBoauMoil Tepanuu cOCTOSIHUE peOeHKa
CTaOMJIM3UPOBANIOCh,  MPOJOJDKAN  NPUHUMATh  TEPANUI0  KalTONPHIIOM,
JIUTOKCUHOM, CIHPOHOJAKTOHOM. B  nmanbHeiimemM HaOmonancs 1o MECTY
KUTEIBCTBA, COXPaHAJACh YyMEpPEHHas JWJIaTalMs JIEBBIX OTAEJIOB Cepaua,
CHU)KEHHUE COKpAaTUTENbHOM criocoOHocTH Muokapaa, HMK 1 crenenu.

C Bo3pacta 6 MecsieB HaOMOAAeTCS B KapAUOJOTHYECKOM OTIEICHUU
OI'AY «HMMUL] 3popoBes gnerei» MunsnpaBa Poccun. I[lo  nmanHbIM
o0clieToBaHMs BBISABJICHO pacIIMpeHHe Bcex mojocTed cepaua (Z-score KJP JDK
6,57, Z-score JIII 4,8, Z-score IIII 3,21), HMK 2-3 crenenn, HTK 1 cremenu,
HM, cauwxenne ®B JDK mo Simpson go 40%. XM OKI: xenxynoukoBas
skctpacuctonud 1 rpaganuu no Lown. IlogoOpana tepanust XCH: nurokcuw,
Kantonpui, GypoceMul, KapBeauioi, ciupoHoaakToH. [Ipu oOcnenoBanuu yepes
IIOJITOJA - OTPULATENIbHAS IUHAMUKA B BUJE HapacTaHus pasmepon nosioctu JDK,
camwkeHnss OB 1o 34%, HapacTaHus JaBIEHHUsS B CUCTEME JIETOYHOW apTEpUU.
YuuTeiBas MMEBLIMECS paHEe SNU301bl TaXWKapAHHM, HAJW4YUe NapLUaIbHOTO
CUHApPOMA IPEABO30YKACHUS, B TEPANHIO TOJIKIIOUEH aMHOJaPOH.

Hecmotpsa Ha mnpoBoammyro Tepamuio 1no aaHHeM OXOKI' otmewanochk
yCyryOJieHHe COKPATUTEIbHOW CIOCOOHOCTH MHOKap/a, HapacTaHHWE JABJICHUS B
CUCTEME JIETOYHOMN apTEepUH.

IIpn odepenHON rocnuTaau3aluy B BO3pacTe 3-X JET COCTOSIHUE MaJbyMKa
KpallHe TsXKenoe, KaJoObl Ha BBIPAKEHHYIO C€Ia00CTh, HEBO3MOXHOCTH JIF0OOH
(u3nuecKol Harpy3KkH, CEpblid IIBET KOKHBIX TOKPOBOB, NEPHOJUUYECKYIO OJBIIIKY
BO BpeMms cHa U mnpu (usuueckoil Harpyske. [Ipu ocmoTpe oOpamian Ha ceOs

BHUMAaHUE 36MJIUCTBIM OTTEHOK KOXKHBIX MOKPOBOB, IIMAHO3 I'y0, nepudepuueckue
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oTekH, TaxunmHod ¢ YJI 42-44 B MHHYTY, >KECTKOE JbIXaHWE HAJ JIETKHMH,
MPUTTYIIEHHOCTh TOHOB CEPAlA, AaKIEHT 2 TOHA HaJ JIETOYHOM apTepue,
TPEXUWICHHBIM pUTM, TrenaToMeraguss 10 +5 cM u3-moag pebdepHOU IyTH,
yBennueHue ceneseHku 1o 1,5 cm. Ha OxoKI': yBennuenune pa3mepoB Bcex KaMep
cepaua JIIT 32x45 mm, KIP JDK 50 mm, IIT 32x45 mwm, IDK 21 mm. Peskoe
CHU)KEHUE COKpaTUTENbHON crnocoOHocTn Muokapaa ¢ @B 24%. B oOnactu
BEPXYIIKU JIBa TUIIEPIXOTEHHBIX 00pa3oBaHus (TpoMOb1) 20x14x7 MM U 5x6 MM,
HEJb3s UCKIIOYUTh MEJIKUE TPOMOBI B JIAKYHAX U B 00JJACTU MOJIEPATOPHOIO My4Ka
IDK. Jlerounas runepTeHs3us — AaBiIeHHUE B JerouyHou aprepuu 50 mm.pr.ct. OKI':
pe3Kasg CHHYCOBas TaxXUKApIAWs, NPU3HAKU MEPETPY3KHM MHOKapAa BCEX OTHAEIIOB
cepAla, BBIPAXXEHHOE HapyIlIEHUE Mpolecca penoispu3alud B MHOKapae
XKenynoukoB. Ha penTrenorpamme opraHoB rpyaHou knetkud Hapactanne KTHU no
80%, npu3Haku JierouHou rurneprensun. XM OKI': puruasHslii puT™M, TaXuKapIus
B TE€UYEHHE CYTOK, MpoOexkka xemyaoukoBord Taxukapauu ¢ YCC 242 yn/mun u3 3
kommuiekcoB  QRS, 15 mnapHeIX XKeaymo4ykoBbIX M 273  H30JHMPOBAHHBIX
KEITYIOYKOBBIX JKCTPAacucTosn, 4 TpeACepAHbIE 3KCTPACHUCTOJBL. Y UUTHIBAs
BBISIBJICHHbIE ~ TPOMOBI B TIOJOCTH  JIEBOTO  JKENyJAOYKa, IPOBOJMIIACH
TpoMOONIUTHYECKAsT Tepanmusi HU3KOMOJIEKYJSIPHBIM TE€MapuHOM, HayaT Hoa0op
7036l BapgapuHa C MOCTENEHHBIM MOBBIIIEHHWEM J03bl noja kKoHTpoiem MHO.
VYBenuueHa n03a AMYPETUKOB, KapBEIWION 3aMeHeH Ha Ouconponona. Ha ¢one
TE€panuu OTMEYEHA OTHOCUTEJbHAs CTAOWJIM3AlUsl COCTOSHUSA PEOEHKA: MaJb4yHK
ctas 0osiee aKTUBHBIM, CAMOCTOSITEIBHO XOAUTh MO MajlaTe, OTMEUYECHO YIyUIleHHe
amnIeTuTa, OTEYHbIM CUHAPOM KynupoBaica. HecMoTps Ha KIMHMYECKOE
yiaydmeHne, 1o JaHHbIM  OXOKI' OTMEUeHO CHMIKEHHE COKpPATUTEIBbHOU
cnocooHoctr Muokapaa ¢ ®B 14%, nmonsblii nu3nc TpoMOa JOCTUTHYT JIUIIb
yepe3 2 wMecsana. B ganbHelieM Bech Mepuoj HaOMIOAeHUS 3a pPeOCHKOM
COXPAHsUIACh BBIPAXKEHHAsl JWiaTauus JIEBBIX OTIEIOB CEpIALA, CHHXXEHUE
COKPAaTUTEJIbHOM CHOCOOHOCTH MHOKap/a, YMEpPEHHas HeIOCTaTOYHOCTh Ha
aTPUOBEHTPUKYJSIPHBIX KianaHax. CouHTUrpadus MHOKap[a: MOJIOCTh JIEBOTO

KEIyJouKa  pacllupeHa,  MHUOKapJ  BHU3YaJlbHO  HEMHOIO  YTOJILIEH,
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CUMHTUTpapruecKue NPU3HAKK YBEJIMYEHHUS IPABOrO JKEIyJ0YKa, CHUXKEHA
cokparumocth Muokapaa JDK, ®B=31%, nepdy3usi cTeHOK JeBOro xemyaouka
HEpaBHOMEPHAs!, C YMEPEHHBIM OTHOCHUTEJIbHBIM CHH>KEHHEM B 00JIACTH MepeHen
Y YaCTUYHO HUKHEU CTEHOK.

B Bo3pacte 8 ner, yuuthiBas HE3()PEKTUBHOCTH MPOBOAUMON TEpanuu U
nanbHeiee ycyryonenne cumntomoB XCH, mnporpeccupytromiee TeueHue
00ne3HH, MalbyuK ObUl HampasieH Ha npoBeneHue TC 3a rpaHuuel, OAHAKO
COCTOSIHME pEOEHKa pPEe3KO YXYAIIMIOCh, U Ha (POHE HapacTaHUs CUMIITOMOB
HEJOCTATOYHOCTH KPOBOOOpAIIEHUS! HACTYMHJI JETAIbHBIA UCXO/I.

Knuandeckoe HaOMOaEeHUE JIEMOHCTPUPYET HEOIAronpusiTHOE TEUCHUE
HekomnakTHot KMII y pebenka c¢ pneGroToMm 3a0ojieBaHUS C POXKIACHUS,
OCJIO)KHEHHOE  ()OPMHUPOBAHUEM JIETOYHOW THMNEPTEH3UH, KEIYJOUYKOBBIMU
HapyLIEHUSMH PUTMA BBICOKOW rpajalliu, TPOMOO30M JIEBOTO KENIyAO04YKa, KOorjaa
MEIUMKAMEHTO3Hasi Tepanus OblJa JIMIIb OrpaHUYEHHO J(P(EeKTUBHA, U

€AUHCTBEHHBIM  3()(PEKTUBHBIM  METONOM  JiedeHuss Mmorna crate 1C
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OBCYXKIAEHUME PE3YJIbTATOB UCCJIEJOBAHUA

KMII ¢ punaranvoHHBIM (EHOTUIIOM — 3TO 3a00JIEBaHUE CEpACYHOMN
MBIIIIBI, XapaKTEPU3YIOLIEECs PACIIUPEHUEM II0JOCTEN CEpAlla U CHHKECHUEM
CUCTOJIMYECKON (PYHKIIMM MHOKapJa, OCHOBHBIMH KJIMHUYECKUMH MPOSBICHHUIMU
cnyxkat XCH, HapyuieHus puTMa 1 IpoBOJAUMOCTH cep/ilia, 3a00JIeBaHUE HEPEIKO
XapaKTEepU3yeTCsl TSKEIBIM IPOrPECCUPYIOIIMM TEYEHHEM, NIPUBOIALIIUM K
MHBAIUAN3AMU U JieTalbHOMY ucxony oo k TC [2, 99, 108]. [lo maHHbIM
[TenuaTpuueckoro Perucrpa Kapaumommonaruit CIJA nunatanoHHbIA (hEHOTUIT
BcTpeuaetrcst B 51% Bcex cmywaeB 3abosieBanus KMII [179].  Dtuonorus
3a0oneBaHus y Aeteil orauvaercs oT B3pocibix, KMII MoxeTr umMeTh nepBUYHBIN
(reHeTuyecKuii, CMEILAHHBIN, NpUOOPETEHHBIN ) WU BTOPUYHBII
(BocmanmuTenbHbINA, ayTOMMMYHHBIM, TOKCHUYECKHUM) Xxapaktep. M3meHeHus co
CTOPOHBI CepAlla y JeTed HEpPeAKO BXOASAT B CTPYKTYpY METabO0IUYECKOTO,
HEUPOMBIIIIEYHOTO WJIM XPOMOCOMHOTO HapyIlleHus, 4To TpedyeT o0co0oro
MIOAXO0Ja K BEICHHIO NanueHta. McciaenoBaHus MOCIEIHHUX JIET MOKA3aldd, 4TO
JE€TH PAHHEro BO3pacTa MOTYT JEMOHCTPUPOBATh YBEIMYEHHYIO CHOCOOHOCTH K
pereHepanuyu TKaHEd MHOKapaa, IIpU JTOM CBOEBPEMEHHOE HAa3HAYEHUE
aJIeKBAaTHOM MEIMKaMEHTO3HOM Tepanuu CoCOOCTBYET KYIMPOBAHUIO CUMIITOMOB
XCH, o0patHOMy pa3BUTHIO pEMOACIUPOBAHUS MHOKapAa U  IO3BOJSET
NpeaoTBpaTUTh HeOnaronpusTHeli ucxon [148]. Ilomumo MeankaMeHTO3HOM
TE€pali¥, B HACTOAILIEE BPEMS CYLIECTBYET BO3MOYKHOCTb IIPOBEACHUS
xupyprudeckoro Jseuenuss XCH mnpu aunaranmonnom ¢enorune KMIIL. B
COBPEMEHHOU JIMTEPATYPE MPEACTABICHBI HEMHOTOYHMCIIEHHBIE HCCIIEIOBAHMS,
MOCBSILIEHHbIE nuiaTaiuoHHoMy ¢enotuny KMII y nereil, ocobeHHO paHHETO
Bo3pacta. HaxommeHHslii B kapauonorudeckom otaenenun OPI'AY «HMHUIL
300pOBbs  Aerer» Mun3apaBa Poccuu OIBIT BEAEeHUs NAUMEHTOB C JAHHBIM
3a00IeBaHUEM, BBISIBJICHHBIE MHOIOYMCIEHHBIE OIIMOKM 1O JIMarHOCTHKE U
JEYEHUI0  OOYCJIOBWIM  HEOOXOJUMOCTh  0OOJiee  JAETATbHOIO  ONUCAHUs
KJIINHUYECKOT O npoduis, COBPEMEHHBIX METOJI0B oOcienoBaHus,

TEpPaNeBTUYECKUX U XUPYPIHUECKUX MEp, a TaKKe MPOrHo3a y JAeTeu ¢ 1e0rToM
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3a0oneBaHusi B paHHeM Bo3pacTe. Llenpio wuccnenoBanus Obla pa3paboTKa
COBPEMEHHOW TAaKTUKU JU(}PPepeHINaTIbHON JMATHOCTUKA U JICYEHUS  pHU
TUIaTallMOHHOM (PeHOTUIE KapIMOMHOIATHH Y JIeTei ¢ 1e0roToM 3a00JIeBaHus B
paHHEM BO3pacTe.

B wuccnenoBanue Obuio BiIOueHO 106 manuMeHTOB, OTOOpPaHHBIX B
COOTBETCTBUM C KpPHUTEpPUSMH BKJIIOYEHHUS: BO3pacT NAUEHTOB B Je00Te
3a0oneBanus A0 36 MecdleB, BbisABIAeMas o AaHHbIM DX0oKI aunaranus jaeBoro
xemygouka ¢ KIP JDK > 2 Z-score, CHU)KEHHE COKPATHTEIbHOM CIIOCOOHOCTH
muokapaa ¢ ®B JDK < 55% mno Simpson. KpurepusiMu wuckiatoueHus wu3
uccie10BaHMs ObUTH BO3pacT crapuie 36 MecsleB B 1€0I0Te U pEMOACINPOBAHUE
MUOKap/a Mo JUIaTalMoOHHOMY (GeHoTumy B pe3ynbTrate BIIC.

JlnarHocTMKa BBISBJICHHBIX 3a00JIECBAHUN OCHOBBIBAJIACh Ha aHaJIHU3€
AHAMHECTUYECKUX JaHHBIX, pe3yJibTarax JabopaTOpHO-UHCTPYMEHTAIbHBIX
METOJIOB HUCCIIEAOBAaHUsA, TaKUX Kak uccienoBanue ypoBHs NT-proBNP B kposy,
3anuch OKI', 24-yacoBoe monurtopupoBanue IKI', OxoKI', pentrenorpadus
OpraHoOB I'PY/IHOM KJIETKH, MOJIEKYJIIPHO-T€HETUYECKUX METO/I0B 00CIIeIOBAHUS.

Cpenn Bcex MAalMEHTOB CPEIHUNA BO3PACT HA MOMEHT BKJIIOYEHHUS B
uccienoBanne coctaBuin 13,37+£9,88 MecsieB, CpeaHss NPOAOJIKUTEIbHOCTD
HaOmonenus - 31,06 £24,02 mecsna. 3aboseBaHue 1e0I0TUPOBANIO B cpeaHeM 3,99
14,56 mecsIeB.

Otuonorus 3abosieBaHus ObuUla pazaudyHoil. Y 62 nmereit (58%) Ha MOMEHT
HalMcaHusg padoThl AMArHOCTUPOBAHA HAMONATUYECKAs KapAUOMUONATHUS, 4YTO
corjacyercss C JaHHbBIMU OOJBIIMHCTBA 3apyOeXHbIX HccienoBaHui. Tak, 1o
nanHbM Ileqmarpuyeckoro Pernctpa Kapmmommonaruit CIIA wmanonarnyeckas
strosiorust aunarauronHoro ¢genoruna KMII Berpewanace B 66% ciyuaes, 1o
pe3ynbTaTtaMm aHanu3a Peructpa Kapaunomuonaruii B Hunepnannax — moutu B 50%
[49, 179]. TI'enetnuecku perepmuHupoBanHas KMII B Hamem wucciienoBaHUM
NMOATBEpPKAEHA y 25 aereil, uto coctaBuwiio 36% cpeau AeTeil, KOTOpbIM ObLIO
MIPOBEICHO 00CIEI0BaHUE AJIsl ONPEAEIICHUs 3THOJIOTUU KapAruoMuonatuu (n=69).

K COXAJICHUIO, Mbl HC HMCIUW BO3MOKXHOCTH TIIPOBECTHU MOJCKYJIAPHO-
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TF€HETUYECKOE MCCIEA0BAaHUE METOJIOM CEKBEHUPOBAHUS HOBOTO NOKOJIEHUS BCEM
BKJIIOUYEHHBIM JIETSIM, BEPOSTHO, IIPU MOJIHOM OXBAaTE MAIIUEHTOB JAHHBIM METOJIOM
oOcnenoBaHus JOJIS MTOATBEP K ACHHBIX CIIy4acB TEHETUYECKHU
nerepmuHrpoBaHHoM KMII morna ObiTh emie Bbime. J[0 MOJIOBUHBI BCEX ClIydaeB
KMII ¢ punataiiioHHBIM (EHOTUIIOM OOYCJIOBJIEHBl MYTAlMSIMU B TEHAX,
KOJUPYIOIIUX OENKM MHUOKApJa, Hacjlel0BaHUEe, KaK MPaBUIIO, HOCUT ayTOCOMHO-
JOMUHAHTHBIA XapaKTep HACJIeI0BaHUA. B HacTosIee BpeMs yUEHBIE CBI3BIBAIOT
6onee 50 reHoB ¢ MaTOreHO30M pa3BUTUA JuiartanroHHoro (¢enoruna KMIIL, wu,
Oyaroapsi TEXHOJIOTMM CEKBEHUPOBAHHMS HOBOTO IOKOJEHUS, HUX KOJUYECTBO
HeykJIoHHO pacteT [104]. [1o pe3ynbraram Hauiero uccienoBaHus Haubosee 4acTo
[IATOTE€HHBIE M BEPOSITHO NMAaTOTCHHBIE HYKJIEOTHUJIHBIE BAPHWAHTHI BBIABIISUINCH B
re€Hax CapKoMepa, IO JAaHHBIM HMEIONIMXCS HCCIENOBAHUM MYTAllUd B TEHE
tutuHa (TTN) otBerctBeHHbl 3a 11-25% cayuyaee KMII ¢ ngunatanidoHHBIM
dbenorumnom [84, 132], a MyTanuu B reHax Oeta-Muo3uHa Tsikenou uenu (MYH?7),
CEepPAEYHOrO TPOITIOHUHA T (TNNT2), TPONIOMHO3MHA (TPM1),
Muo3uHCBs3bIBatonero nporeuna C (MYBPC3) - 3a 5-10% [83]. HdanbHelue
UCCIIEIOBaHNsl TeHeTudeckux nerepMuHaHT KMII mpencrasisroTes kpaiiHe
BAKHBIMU JUJISl ONPEAENICHUS T€HOTUI-(DEHOTUITMYECKUX KOPPESLHM, YTO MOKET
MOMOYb B OMNPENENICHUH MPOTHO3a 3a00JIeIeBaHUsl U TaKTUKH JieueHus [88, 121,
127].

IIpn aHanmu3e aHaMHECTHYECKMX MAHHBIX y 15% ManueHTOB BBIABICHUIO
MATOJIOTMM CepAlla MPEAIIeCTBOBAIO HH(PEKIHOHHOE 3a00J€BaHUE, YTO MOXKET
CBUJETENBCTBOBATh B IMOJIb3y BOCHAIUTEIBHON MpUpoabl 3a0oseBaHus. CoriacHo
nanHbeM Ilennatpruueckoro Permcrpa Kapamomuonatnii U MHOTOYHMCIEHHBIX
UCCNIEIOBAaHUM, BHUPYCHBIM MHOKApAUT SBISETCS HaumOoyiee YacToOl NPUUYMHOU
pa3zsutus KMII ¢ aunataunoHHbIM (DEHOTUIIOM, BBIABIAACH B 35-48% ciyuaeB mo
JAHHBIM SHJOMUOKapauaibHOW Ouornicuu [66, 152]. OaHako WHBA3UBHOCTH U
HEpEeJKO HEeIOCTaTOYHas HWH(POPMATUBHOCTh HHAOMHOKAPIUAIBHOM Ouoncuu
ABJISIIOTCS. OTPAHUYMBAIOUIUMU (paKTOpamMu [JIsl MPOBEACHUS MCCIECIOBAaHUSA Y

JE€TEeW paHHEr0 BO3pacTa, B CBS3M € 4eM y aetei noctBocnanutenpbnas KMII wacto
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paccmarpuBaeTcs Kak uavonatuueckas [85]. B nHamem ucciienoBaHUM YacTH
MMAlMEHTOB ~ C  MPEIAINOJOKHUTENBHBIM  IOCTMHUOKAPAUTUYECKUM  TE€HE30M
peMoaenupoBaHusi ~ MHOKapjaa (n=7) ObUIO  BBIIOJHEHO  MOJIEKYJSPHO-
IreHETUYECKOEe O00CIeJOBAHUE METOJOM CEKBEHHPOBAHUS HOBOIO IOKOJIEHUS,
ITO3BOJIMBIIEE BBIABUTh Y HUX HAJIMYHME MATOTEHHBIX WM BEPOSTHO-NATOTCHHBIX
HYKJICOTH/IHBIX BapHMaHTOB B T€HAX, KOJUPYIOIIMX Oelku Muokapaa. B
uccnenoBanun Seidel ¢ coaBropamm cpeau 42 geteil ¢ MOATBEPKICHHBIM
Ouoricueil MUOKapAa NMEPEeHECEHHbIM MHUOKApAUTOM B 9 ciyyasx ObUT BBISIBIECH
IIATOTE€HHBI WA BEPOSATHO-NATOTCHHBIM HYKJIECOTHIHBIA BapuaHT B TEHAaX,
MyTalMy B KOTOPBIX OMHUCAHBI y MALMEHTOB ¢ AUjJaTaluOHHBIM (pernotunom KMII
(BAG3, DSP, LMNA, MYH7, TNNI3, TNNT2, TTN). 7 u3 9 HYKJICOTHAHBIX
BApUAHTOB OBLIM BBISIBIEHBI Y JeTell, cpopMupoBaBIIuX nocie muokapauta KMII.
Takxe CTOUT OTMETUTh, UTO CPEAHUN BO3PACT MALMEHTOB C IIOCTBOCHAIUTEIILHON
KMII Obu1 CyHIECTBEHHO MEHBIIE, YE€M Y MalUeHTOB C HOPMaJbHBIMU
MOPpQOPYHKIMOHAIIBHBIMUA ~ MapaMeTpaMu  CepAua IOocje  MEePEeHECEHHOTO
muokapauta (1,4 roma u 16,1 mer, coorBerctBeHHO, p<0.001) [153]. Takum
oOpazoMm, MOXHO AymaTh O codetaHHOM reHe3ze KMII, korma wumeromumiics
Ir€HETUYECKUN BAapUaHT IMOBBIIIAET BOCHPUUMYHMBOCTh PEOCHKA K MHUOKApAMTY,
qub0 0  poiau  BOCHAJEHMs  Kak  Tpurrepa  ne00Ta  IFeHEeTUYECKU
JETEPMHUHUPOBAHHOTO 3a00JI€BaHUsI B pAHHEM BO3pacTe.

VY 9 nanuenTos (8,5%) 3a0o0sieBaHNEe HOCUIIO CEMENHBIN XapakTep, IpHU 3TOM
B pane caydyaes KMII y poauteneil BBIABISIN IpU 00CIEA0BAHUHN POJCTBEHHUKOB
1ocJie BBISIBJICHUS Oojie3HM y peOeHka. Pe3ynpTaThl cornacyroTcsi ¢ JaHHBIMU
ITennarpruueckoro Perucrpa Kapmmommomnaruit CIILA, no maHHBIM KOTOpPOro y
12% mnaruentoB ¢ JIKMII noaTBep kaeH HACIEACTBEHHBIN XxapakTep 3a0071eBaHUs
[179], n ¢ maHHBIMM HAIMOHAJIBHOTO MCCIEIOBAHMS KapAMOMMONATHH y NIETEH B
ABcTpasnny, rae pacupoctpaneHHOCTh HacnenctsenHon JJKMII cocrasuna 14,7%
[117]. Ilo MHEHHIO MHOTHX aBTOpPOB MCTHHHAs 4yacToTa cemeiiHoi ¢opmbl KMII
BbIlIe U MOXeT gocturath 20-35% [132, 163]. Menbliast 4acToTa BBISBIIEMOCTH

cemeiHbix ciayyaeB KMII B Hamem wucciaegoBaHMM MOXKET OBITh CBsSI3aHa C
138



HEIOJIHBIM OO0CJI€IOBAaHUEM POJCTBEHHUKOB IMPU HX HEXKEIAHUU MPOXOJUTh
oOcnefoBaHWEe WM TIPU HEMOJHOM CEMbE, a TakkKe B psAde CIydaeB
HEBO3MOXKHOCTBIO mpoBefeHus: OXxoKI' BpauoM-3KcnepToM C HUCHOJIb30BAaHUEM
COBPEMEHHOr0 00OpyJOBaHUs C Xopolled Buzyanuzanuen. Takxe CTOUT
OTMETHUTb, YTO [JIsl YCTAHOBJICHUS HACJIEJCTBEHHOM STHUOJIOTMH 3a00J€BaHMUS
pEIIaloNINM SIBJIIETCS MPOBEIECHUE MOJEKYJISIPHO-T€HETUYECKOr0 HCCIIEIOBAaHUS
IeHOB, KOAUpYyroImux 0enku muokapaa [15]. K coxanenuto, 3STOT METO HE BCeraa
JOCTYIIEH U TOJbKO HAYMHAET MPUMEHSTHCS B IMATHOCTUKE O0Je3HEeN MHOKapaa y
JEeTe.

Y 11 nauuMeHTOB OTMeuanach JKCTpakapauajdbHas CUMITOMATHKa,
MYJIbTUCUCTEMHOE MOPAKEHUE OpPraHoOB, KOTOpPbIE MOTPEOOBAIN YriayOJE€HHOrO
JMAarHOCTUYECKOrO0 TMoucka. M3 HUX y 2 MaJlbUMKOB BBISIBICHA MBbIIICYHAsS
TUIIOTOHUS, YMEpPEHHas 3aJIep>KKa MOTOPHOI'O Pa3BUTHS U TITyOOKasi HEUTPOIEHUS
0 JaHHBIM OOIIEro aHaiau3a KpoBH, B OOOMX cClydasX MO pe3yjbTaTaM
MOJIEKYJIIPHO-TEHETUYECKOI0 aHaiu3a OblUT MOATBEpPXKAEH cuHApoM bapra -
BbISIBJICHA MyTalusi B TeHe TAZ, xopupymoomieM cuHTe3 Oenka Taddas3una.
Cunnpom bapra siBisieTcss MUTOXOHAPUATIBHBIM 3a0071€BaHUEM C X-CLUEIJIEHHBIM
XapakTepoM HaclIeIOBaHUs, IIPU 3TOM npumepHo y 70% neteit mopaxkeHue cepua
SIBJISIETCS BEYIIIUM, BBISBIISISICh B TIOJIOBUHE CIIYy4YaeB y>Ke B MEPBBIM MECAIl )KU3HHU.
[Ipyu npoBeaeHUU dSxoKapauOrpaduu THUIOUYHA KapTUHA  HEKOMIIAKTHOTO
MHUOKap/a, Yallle B COYETAHUU C JUIATALMOHHBIM (DEHOTUIIOM PEMOJETUPOBAHUS
Muokapaa, npu 3tom ¢enotun KMII mMoxkeT U3MEHUTHCS C TEYEHUEM BpPEMEHHU.
bone3Hp xapakTepusyercsi BBICOKOM CMEPTHOCTBIO B pPAaHHEM BO3pacTe, B
OCHOBHOM B pe3yinbTare nporpeccupyromein XCH, XoTs oTMmedaroTrcsi ciiyyau
BHE3aITHOM CepJIeYHON CMEpTH, a TaKXKe CMEPTH OT MH(PEKIMOHHBIX OCIIOKHEHUI
[77]. B HameM uccie1oBaHUM y 000MX MalMEHTOB oTMeuanuch npuzHaku HM JIK
no aaHHbIM Ox0KI', onuH pebeHok ymep B Bo3pacte 1 roja.

VY 2 neredl mpu KJIMHUYECKOM OCMOTpe oOpamainu Ha ce0sd BHUMaHUE
rpyOble 4epThl JHIa, TUIEPTPUXO03, TYTrOMOJBHKHOCTh CYCTaBOB, y 00OHX

nanueHToB guarHoctupoBad MIIC I tunma. ¥V 2 gereid ¢ BBIpaXXEHHOMN 3aA€PKKOU
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MOTOPHOT'O Pa3BUTHUS HA OCHOBaHMH pe3ynbTaToB TMC KpPOBH U MOYH BBISBIICHBI
nedeKTbl OeTa-OKUCICHUS KUPHBIX KUCIOT. BpoxkieHHble nedexTsl MeTadonu3ma
MOTYT BBbI3BIBATH IOPAXEHUE CepAla pPa3IM4YHOro XapakTepa, BKIHOYas
IWIATALlMOHHBIN, TUNEPTPOPUUECKUHN, PECTPUKTUBHBIM JIMOO  CMEIIAHHBIN
¢enorun KMII, npennonaraercsd, 4to y AETell paHHEro BO3pacTa BPOXKIEHHBIE
nedexTsl MeTabonu3Ma MOTyT BeTpeuatbes 10 5% ciayuaeB KMII, u ux pansss
JIMArHOCTUKA KpailHe BakHA BBUAY TOTO, YTO JUJIsi MHOTUX Oosie3Hel pa3paboTaHa
sdhdexTrBHAs ~ MATOTEHETHYECKass  Tepamus,  IO3BOJISIIONIAs  3aMEIJIUTh
nporpeccupoBanue 3aboieBaHus MO0 TOOUTHCS 0OPATHOTO PA3BUTHUSL CUMIITOMOB
[122, 167].

Hunaraunonnsiii penotun KMII yacTto accounnpoBaH ¢ XpOMOCOMHBIMHU
HapylICHUsIMU, BKJIIOYasi CUHIApOM aenenuu 1p36, aenemnuto obnactu 7pl4.3-14.1,
neneumto 22ql1.2, a Takxke paznuuHble GOPMbI TPUCOMUN U JIpyrue aHOMaJIUHU
KOJINYECTBA U CTPOEHUSI XpomocoMm [168, 167, 14, 15]. B namem uccinegoBanuu y
3 mammentoB ¢ HKMII nmmarnoctupoBan cunapom aenenuu 1p36, couerasich ¢
JUUEBBIM TU3MOP(PHU3MOM, 3aJEpKKOM TNCUXOMOTOPHOTO pa3BUTUS M B 2-X
Cly4asXx C DIHUIEIICUEN.

VY 2 nereil B mpouecce KIMHHUYECKOro HAOM0JeHHs oOpamaid Ha ceos
BHUMAaHHE MPOrPECCUPYIOIIEEe CHI)KEHHE 3pEHHUs, CBETOOOSA3Hb, pa3BUTHE
OKMPEHMS,  4YTO TMO3BOJWIO 3alOAO3PUTh CHHIApPOM AnbcTpéMa. CHHIpOM
AnpcTpéMa — penKoe MOHOT€HHOE 3a0o0JieBaHME U3 TpYyNNbl LHJIKONATHUH,
XapaKTEPU3YETCs MPOTrPECCUPYIONIMM NOpakKeHHeM MHorux opraHos [114]. B
0030pe, MOCBSIIEHHOM aHalIW3y CUMMOTOMOB 3abojieBaHusi y 182 mamueHToB C
cuHgpoMoM AnbcTpéMa, ormedeHo, utro KMII ¢ gunatanuoHHbIM (peHOTHIOM
BO3HUKaeT mnpumepHo y 60% mnamuentoB, npu 3toM B 43% ciydaeB Ae0rOT
MIaTOJOTHH CepAla NPUXOIWUTCS HAa MIIAJeHYEeCKud Bo3pact, a B 18% - Ha
MOAPOCTKOBBI M crapmuii. CTOUT OTMETHTb, YTO y MAllMEHTOB C pPaHHUM
nedrorom KMII, kak mpaBuio, 0TMEYanoch BOCCTAHOBJICHUE CEPACUYHON (PYyHKIUU
B TeueHMe 3 JeT, oaHako umeercs puck peuuana KMII [43]. Jdetu ¢ cuHapoMom

AnbcTpéMa B HAIlleM HCCJIEJIOBAaHMM HAa MOMEHT Je0roTra 3aboJieBaHUs
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JEMOHCTPUPOBaAIU KapTuHy AunatanuoHHoro ¢penoruna KMII ¢ knunukoit XCH,
Py 3TOM Ha (POHE TEpanMH OTMEYAIOCh OBICTPOE BOCCTAHOBJIEHHUE CEPACUHOM
(yHKUMU B TEUEHHE MIEPBOTO rojia HAOIIOACHMS, 1aBasi OCHOBAHUS MPEANOI0XKHUTh
TeueHHne MHoKapauTa. OJHAKO TMOSBUBIIHMECS B BO3PAacTe roja XapaKTEpHbIC
0o(pTaTbMOJIOTUYECKUE CHUMIOTOMBI U OXHUPEHUE OOYCIOBWIM HEOOXOANUMOCTh
YIIIyOJIEHHOTO TUarHOCTUYECKOr0 MOUCKA, CUHAPOM AJIbCTpEMa B 000UX Cydasx
ObLI MOATBEPKIEH MO JaHHBIM MOJIEKYJISIPHO-T€HETUUYECKOr0 HCCIEAOBAHMS.
PaHHsIs1 QuarHocTWKa MO3BOJWJIA CBOEBPEMEHHO HayaTh HaOMIOAEHUE JeTei
BpayaMu-CHeUAINCTaAMU, BKIOYask OPTalIbMOJIOTa, YHAOKPUHOJIOTa, IUETOJIOra.

Benymum KIMHUYECKUM CHHIPOMOM IpuU auiaTanuoHHoM ¢enotune KMIIT
apisiercst XCH. OCHOBHbIMH CYyOBEKTUBHBIMH CHUMITOMAMH, OLIEHHUBAEMBIMHU CO
CJIOB CONPOBOXIAIOUIEr0 JHIA, ObUIM yTOMJISEMOCTb, HOTIMBOCTb, OJIBIIIKA,
TPYAHOCTH BCKapMIIMBAHHUSI, OTMEUYECHHBIE Y ITOJIOBUHBI IALIUEHTOB.

OOBEKTUBHO TMpHU KIMHUYECKOM OCMOTPE IMOYTH Y BCEX NAIMEHTOB
OTMEYAJIOCh PACIIMPEHHE TPAHULl OTHOCUTEIBHOMW TYyINOCTH CEpALla BIEBO,
CUCTOJIMYECKUN IIyM TMpH ayCKyJbTalluM, OO0Jie€ 4YeM B IIOJIOBUHE CIIy4aeB
OTMEUAJIaCh OJBIIIKA PA3JIMYHON CTENEHU BbIpAXKEHHOCTH, B 48% ciaydaes
oTMeyanach Taxukapaus, y 40% nereit Obul yBeIUUYEH pa3Mep MEeUYeHH Ha (oHe
3aCTOMHBIX SBJICHHHA MO OOJBIIOMY KpYyry KpoBooOpaiieHus. Y 25 manueHToB
(23%) 3aduxcupoBan n1epUIIUT Macchl TeNa.

I[lo paHHBIM MHpPOBOM JuTepaTypsl B cpenHem 71%  nmeren ¢
aunataiioHHbM perotunom KMIT umerot npusznaku CH B ne0rote 3a0oseBaHus,
IIPX 3TOM YacToTa BbIsABIEHUSA Npu3HakoB XCH BappHupyeT B 3aBUCHMOCTH OT
ATHOJIOTMM  3a0osieBaHUs:  Haubojlee 4YacTo  CHUMIOTOMATHKA  CEepACHYHOU
HEJIOCTATOYHOCTH BCTpeuaercs: npu muokapaute (84%), mpu uamonaTUYeCKOu
JNKMII B 74%, mpu HacleICTBEHHOM XapakTepe 3aboneBaHusi y 53%, mnpu
HEUPOMBIIIECYHBIX 3a00eBaHusAX Julb B 35% [169].

B cooTBeTcTBUM ¢ COBPEMEHHBIMHM NOAXOAAMH K JUATHOCTHKE U JICYEHUIO
nereir ¢ XCH wmbl uccnenoBanu nokasarenb NT-proBNP, kak mMapkep Tsxectn

CEpJIEYHON HEIOCTATOYHOCTH. Y POBEHb TOPMOHA OBbLT MOBBIIIEH MPAKTUYECKA Y
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BCEX IMALMEHTOB, BBIABIECHO cTaTUCTHYecku 3Hauumoe (p<0,01) yBennueHue
koHueHTpauuu NT-proBNP npu yBenmuenun craguu XCH. Pesynbrarsl
COOTBETCTBYIOT JaHHbIM MHOTOYHMCIEHHBIX POCCHUMCKUX U  3apyOeKHBIX
uccnenoannii [16, 149, 87, 180], mpoaeMOHCTPHPOBABIIMX KIWHUYECKYIO
3HaunMocTh NT-proBNP B nuarnoctuke cranuu XCH u ouenke 3¢ exkTuBHOCTH
[IPOBOJUMOM TEpaIInH.

OKI' mo-npexxHeMy SBISETCS OOHUM M3 KIIFOYEBBIX METOJOB JAUArHOCTHKHU
MaToJOTUH CepACYHO-cocyaucTol cucteMbl. Hambonee yacto mo maHHbM OKIT
OTMEYaINCh HapylleHus npouecca penoispusanuu (100%), runeprpodus 1eBoro
xenynouka (80%), runeprpodus neBoro mnpexacepaust (42%). Hapymenue
BHYTPVIKEIYJOYKOBOTO  MPOBEICHHUSI  PA3IMYHOM  CTENEHU  BBIPAKEHHOCTHU
BCTPEUYAJIOCh Yy IIOJOBMHBI NALMEHTOB. XapakTep M YacTOTa BbIABICHUSA
ANEKTPOKApAUOTrpaPUueCKMX CUMITOMOB COOTBETCTBOBAIM JAHHBIM MHUPOBOM
muteparypsl [132]. ¥V 4 nanueHTOB perucTpUpOBAIUCH HPHU3HAKH PYOLOBBIX
m3mMeHeHui Ha OKI, uyTo mnoTpeboBano MNpPOBEAEHUS JONOJHUTEIBLHOTO
oOcnenoBaHus i1 YTOUHEHHs] aHATOMHH KOPOHApHBIX cocy1oB. U3 HUX y 2 aereit
BBIBJICHBl ~ aHEBPU3Mbl KOPOHApHBIX  apTEepud, YTO B  COYETAHUH C
AHAMHECTUYECKUMH JIaHHBIMU (TpeIUIecTByIoLee 3a00JIeBaHUE C JIUTEIbHOM
JUXOPAJAKON, TMOPAKEHUEM  KOXH, CIU3HUCTBIX, JUM(PATUYECKUX  Y3JIOB,
tpoMmOonuTo3oM B OAK) mo3Bonuio JUarHoCTUPOBATh MEPEHECEHHBIH CHHIPOM
KaBacakn wm, kak cnencTtBue, KOPOHAPOTEHHBIM TE€HE3 PEMOAECIUPOBAHUS U
aucyHKIMA MUOKap/a 1o Tuiy auiaranuonHoro ¢penoruna KMIL. B apyrux 2-x
Clly4yasiX BBIABJICHA HUJUONATHYECKas apTepuanbHas  KajdbOU(UKaALUs C
(opMHpOBaHMEM OKKJIIO3UM KOpPOHApHbIX apTepuil. B oTiaumume oT B3pocioii
MONYJISINMY, KOPOHAPOTEHHBIM T€HE3 NOPAKEHUSA CcepAua y MNeAuaTpUYECKUX
MAlMEHTOB BBISABISECTCA OYEHb PEIKO, TEM HE MEHee, NUIaTalMOHHBIA (DEeHOTHUI
KMII, ocoGeHHO B cCOYETaHMUM C MUTPAIBHONM HEJOCTATOYHOCTHIO, TpeOyer
HCKJIIOUECHUS AaHOMAJIM KOPOHAPHBIX cocyaoB [169].

[Ipn ananm3e mokasarenei CyTo4yHOro mMoHuTopupoBanus OKI' moutu B

OJIHOM TPETH CIlIy4yaeB OTMEYaIach TaXUKapAus, KaK MPOsBICHUE T'HIIEPAKTUBALIUU
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cummaroaapenanoBor cucremsl npu XCH. B 10 ciaydasx BbIABIAIMCH SIA301bI
CYNPaBEHTPUKYJISIPHOU TaxuKapInH, TpeOOBaBILINE Ha3HA4YCHUS
AHTUAPUTMHUYECKON Tepanuu. JKenyT04KOBbIE HAapYLICHUS PUTMa BCTPEHAINCH Y
14% nanueHToB, IPU 3TOM KEIyAOUYKOBasl apUTMHUS BBICOKUX rpaganui no Lown
pEerucTpupoBasiach y MAllMEHTOB € 0oJiee TSDKENbIM TEUYeHHEM 3a00JeBaHUs.
CoBpeMEHHBIE HCCIENOBAHUS TAKXKE JEMOHCTPUPYIOT, YTO IKEIIYJOYKOBBIE
HapylLIEHUsT pUTMa cepAla SBJISIOTCS HEOJAronpUATHBIMU B INPOTHOCTUYECKOM
OTHOUIEHUH, YKa3bIBasl HA TSKECTh MOPAXKEHUS MUOKapAa U MPUBOAS K BHE3AITHOM
cepaeyHoit cmeptu [109]. V 4 nereil Ha (oHE aHTHAPUTMHUECKOW TEpamuu B
TEUYEHHE HECKOJBKUX MECSLEB 3apErMCTPUPOBAHO BOCCTAHOBIICHHE CEPAECYHOU
(YyHKUMH, YTO TMO3BOJMJIO JAMArHOCTUPOBATh AapUTMOreHHbIM reHe3 KMII,
KOTOPYIO B HACTOSILIEE BPEMsI CUMTAIOT OJHOM U3 (GopM npuodpereHHbix KMII
[54, 99]. UnayuupoBanHas taxukapaueit KMII (mnu aputMmorenHass AucpyHKuus
MUOKap/a) BbISBISAETCS HEYACTO, HEPEAKO OCTAETCS HEJUAarHOCTUPOBAHHOM BBUY
TOr0, YTO HapyLICHHE pUTMa CEpALlAa 4aCTO pacCMaTPUBACTCS KIMHULMCTAMU Kak
nposieienre KMII, a He kak ee mnpuuMHa, B TO BpeMs Kak Ky[NHUpPOBaHUE
HapylIEHUsT pUTMa cepAlla MO3BOJISET JOOUTHCS OOpaTHOrO PEMOJAEIUPOBAHUS
MUOKapJa W HOpPMaJM3alUUd COKPATUTENbHOM crnocoOHOocTH Muokapnaa [86]. K
COKQJICHUIO, HE CYIIECTBYET OJHO3HAYHBIX KIMHUYECKUX KPUTEPHUEB, KOTOPHIE
MO3BOJISUIM ObI IOCTABUThH AMArHO3 apUTMOT€HHOW TUC(HYHKIMH MHOKapa yKe B
nedrore 3a00J€BaHUsA, NAaHHBIA JIMAarHO3 MOXET OBITh MOATBEPKIAEH JUIIb C
TEYEHUEM BpPEMEHHM MpU TMOJHOW HOpManu3auud Mop(hoPyHKIHOHATBHBIX
napamMeTpoB cepaua Ha (QoHe JieyeHus apuTMUU. Takum oOpazoM, Mpu
aunarauioHHoM  ¢enotune  KMII,  compoBoxparonieiicss — BbIpaK€HHOH
TaxuKapAuel WU THKEIbIMH JKEITYJOYKOBBIMH apUTMHUSIMHU, PE3UCTEHTHOW K
tepanmuu XCH, Bcerga HeoO6xoauMo mpoBoAUThH Aud(epeHInanbHbIi TUarHos3 ¢
apUTMOTE€HHOM NUC(YHKIIMEN MUOKapaa.

Haunbonee >pPpekTUBHBIM U JOCTYHIHBIM METOJOM JUArHOCTHKU OOJIe3HEH
cepaua, B yactnoctu KMII, sBnsercs OxoKI', mo3Boisiss OLEHUTh pasMepbl KaMep

Ceplilla, CHUCTOJO-IUACTOIMYECKYIO (DYHKIMIO, TOJIIMHY CTEHOK JKETyI0YKOB,
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HaJIM4yue MPU3HAKOB JIETOYHOU TUIIEPTEH3UH, HEAOCTATOYHOCTD KianaHoB [132]. ¥V
BCEX NAIMEHTOB, BKJIIOUYEHHBIX B MCCIEOBaHUE, B Je0roTe 3a00JieBaHUS
BBISIBJISLJIACH JTUJIATAlUsl JIEBOTO JKEIyN0YKa pa3HOW CTENEHH BBIPAKEHHOCTU. Y
22,7% nerten perucTpupoBanach Jerkas creneHu aunaramuu ¢ Z-score KJIP JDK
2-3, y 16% - ymepennas nwmarauus ¢ Z-score KJAP JIK 3-4, BelpaxkeHHas
munatanus JOK ¢ Z-score KJ[P JDK > 4 Obina otmeueHa y 61% nereir. ®B JIXK
Oblla CHWXXEHa Yy BCeX MalMeHTOB. Y YacTH JeTell oTMedalach JieBas
aTpUOMETANIMs, KAaK IIPaBUJIO, IPU BBIPAXXEHHOW MUTpajlbHOW peryprurauuu. B
nebrore 3a00JeBaHuUs HEpEeIKO BCTpeUaaach HEJIOCTATOYHOCTh
aTPUOBEHTPUKYJISIPHBIX KJIAMaHOB, OOYCIIOBJIEHHAs aHHYJO3KTazueu (puOpo3HBIX
KOJiell KianaHoB Ha (oHe peMojenupoBanus mMuokapaa. ¥ 30,2% cpeau ob1iero
yucna nanueHtoB HMK coorBercTtBoBana jyerkou crenenu, y 34% - cpenHen,
TsKENIasi CTENEHb MUTPAJIbHOM HEAOCTATOYHOCTM oTMeueHa B 11,3% ciyuaes.
HTK ormeuena y 52,8% mnamueHTOB, B OOJIBIIMHCTBE CIy4aeB COOTBETCTBYS
Jerkoil creneHu. JleroyHas runepTreH3uss perucTpUpoOBajach 4yTh OoJjiee yeM y
TpeTH nanueHToB. [lonyyeHHble s3xokapauorpapuueckue TaHHbIE KOPPETUPYIOT €
pe3ylibTaTamu 3apyOeKHBIX UccienoBanuii [24, 47, 58, 81, 105, 165].
HuarHoctuka ctaauu u (QyHkuuoHansHoro kiacca XCH  sBnsercs
HEOOXOJAMMBIM YCJIOBHEM [UJISl ONPEIECICHHUS TAKTUKH JIEYEHUS U OLEHKU €ro
3¢ ()EeKTUBHOCTH, OAHAKO BBHUAY HECHEHU(PUUYHOCTH KIMHUYECKON KapTHUHBI U
TPYJIHOCTEN OLEHKM CHMITOMOB Yy JE€T€ll MaJIeHbKOro BO3pacTa OOBEKTHUBHAs
muarHoctuka creneHn XCH ocraercs cnoxkHoul 3amauei. Ilpm oneHke cragun
XCH no benokons H.A. y 20,8% nanuenrtoB BeisiBiieHa XCH 1 ct, B 46,2% XCH
2A cr., y 23,6% nerent BoisaBiaeHa XCH 2b cr., XCH 3 cT. amarHoctupoBaHa B
9,43% cmyuaeB. [Ipu onenke @K XCH y nerell ¢ moMonipio mKaibl OaqibHOMN
onenku Tspkectn @K XCH y nereit mo Ross R.D. (2012 r.) nonmydeHo cieayroiee
pacnpenenenue: y 35,9% nuarnoctupoBan [ ®K XCH, y 31,1% - II ®K XCH, y
28,3% -III ®K XCH, y 4,72% - IV ®K XCH. V¥ nanueHToB ¢ HeOJIaronpusTHbIM
HCXOJIOM KOJMYECTBO HaOpaHHbIX OamnoB mo mkaine Ross R.D. (2012 r.) Obuto

cTaTUCTHYeCKU 3HauyuMo Oonbiue (p<0,001), yem y manueHToB ¢ OJaronpusTHbIM
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MCXO0JI0M 3a00JIeBaHuUs, MeIMaHa moka3artess coctapmwia 13 (12;16) 6annoB npoTuB
6 (3;11). YV namuentoB ¢ yxyamenuem craauun XCH uepe3 monrona Menunana
KoJinuecTBa HaOpaHHbIX OamioB coctraBuna 11,5 (9;13) mporuB 6 (3;10) y
nauMeHToB ¢  yiayumenuem craaun  XCH, 4YTO  CBHUIETEIBCTBYET O
MPOTHOCTUYECKOM  3HAYEHUU JaHHOW IKaiubl. [lomydeHHble pe3ysbTaThl
KOPPEJIUPYIOT C HCCIEAOBaHMEM Araujo ¢ coaBTopamu cpeau 57 Jneredl ¢
aunataiMoHHbM - (penotunniom KMII, mo pe3ynbraram KOTOPOTO KOJHWYECTBO
HaOpanHbix OawoB Oonee 11 mo mkane Ross R.D.(2012 r.) yka3biBasio Ha
HeOIaronpusTHBIA MPOTHO3 3a00seBaHus [25].

MenukameHTo3Has Tepanus npu quiaraiioHHoM ¢enotune KMII y nereit
MpU3BaHa YMEHBIIUTh BbIpaXXEHHOCTh cumnToMoB XCH u npodunaktupoBaTh
réMOJIMHAMHYECKHE CIIBUTM, KOTOpPbIE MOTYT CIpPOBOLMPOBATH JajibHEWIIEe
YXyILIEHUE CUMOTOMATHKU. B Hacrosiee BpeMs pEeKOMEHIALMH ISl JICYEHUs
XCH y nereli OCHOBBIBAIOTCS NMPEMMYIIECTBEHHO Ha PE3yJIbTATaX KIMHUYECKUX
WCIIBITAHUM, IPOBEIECHHBIX CPEAU B3POCION NOMYJISILIUY TalueHToB [177].

Jlist oueHku 3(pPEKTUBHOCTH MEIUKAMEHTO3HOM Tepanuy MalueHThl ObLIU
nozaenensl Ha 3 rpynmnsl: 1-to rpynmy coctaBuiu ety ¢ [ @K XCH (n=38), 2-10
rpynny — et ¢ Il ®K XCH (n=33), B 3-10 rpynny Obui BiItodeHsl aetu ¢ I u
IV ®K XCH (n=35).

Jlo mocTyruieHus B Haul HEHTpP B 65% ciyyaeB OblIM Ha3HAUYEHBI CEPACUHbIE
rko3uabl, B 63% kanuiicOeperaromue auypetuku, B 39,6% merneBble
IUYPETUKH, B EIUHUYHBIX ciydasx — Tuasuaseie (4,7%). Jleuenne uAIID
nostyqasid Jiuib 34% NanueHToB, KaK MPABUIIO, B J103€ HUXKE TEPANeBTUUYECKOMH,
BAb npumensumics y 16% gered, Takke B J103€, HE COOTBETCTBYIOLIEH
KJIIMHUYECKUM pexomeHaanusaM. CorimacHo AaHHbIM IlemmaTpuueckoro perucrpa
kapauomuonaruii CILIA cpenu nereit ¢ XCH Ha ¢one nnuonatuueckoit KMII ¢
IuIaTalMoOHHBIM (peHoTunoMm, auarHoctupoBaHHod Mexay 2000 u 2006 romom,
87% NanMEeHTOB IMOJYyYAJId TEPAnui0 IUTOKCHHOM Hu auypetukamMu u 70%
NalMeHToB Obla Ha3HaueHa Tepanus HAIID, npu stom BAB npuMmeHsuch TOABKO

B 18 mpouenTax ciyudaeB [68]. BepodaTHo, HEaAEKBAaTHOCTh HA3HAYEHUS TEpANUU
145



oOyClIOBJIeHa HU3KOH HWH()OPMUPOBAHHOCTHIO NEAUATPOB M KapAHOJIOrOB O
coBpeMeHHbIX npuHIunax jedeHuss XCH, orcyTcTBueM qoka3arenbHOM 0a3bl 11
npumeHeHuss MAII® u BADB B nerckoii nonyisiquu 1 HEOOXOJUMOCTBIO Ha3HAYaTh
npenapathl u3 3tux rpynn off label, a Takxe HecoOM0AeHUEM MTPAaBUIT TUTPOBAHUS
JO3UPOBKM TMpPENaparoB, YTO HEPEJKO NPUBOJAUT K TOSBICHUIO MOOOYHBIX
s dexToB B Buae cHmxenus YCC u AJl u nocneayroleid oTMeHe npenapara.

[Ipy mnepBod rocnuTalM3alMyd B Hall LEHTP BCEM MalMEeHTaM Oblia
Ha3HaueHa Tepanusa XCH B COOTBETCTBUM € POCCHUICKMMH M 3apyOeKHBIMU
KIIMHUYECKUMH PEKOMEHJALUMSIMU, B 3aBUCHMOCTH OT CTEIIEHU TSKECTU
MOpaXeHUs1 CepAlla, OLEHMBAEMOW II0 COBOKYIHOCTH KJIMHUYECKHUX U
1a00paTOPHO-UHCTPYMEHTANBHBIX JaHHbIX. Tepamus Bkiatouana UAIID, BAB,
AMKP, nmuypernku, cepAcdHBIM TJMKO3WI, THUTPOBAHME J03 IPENaparoB
MPOBOJMJIOCH MO pa3pabOTAHHOW HAaMHU CXEMe, MO3BOJISIOLIEH OBICTPO JAOCTUYD
TEpaneBTUYECKOM JO3UPOBKM U H30€kaTh MOOOYHBIX A(PPEKTOB, TaKUX Kak
camkenue YCC u A/I.

HNAII® Oblin Ha3HA4YeHbl BCEM MAllMEHTaM B KauecTBE 0OA3MCHON Tepanuu
cepaedyHor HenoctatoyHoCTU. bADB npumensnuce y 97,1% namuenToB 3-i1 TpyIbl
u Oonee uem y 80% pgereit m3 1-i m 2-i rpynnel. B 3aBucuMOcTH OT
BBIPAKEHHOCTH 3aCTOMHBIX siBIIEHMM M creneHM XCH HaszHauanach MOYEroHHas
Tepanus: HanueHTaM |- Tpynmnbl, Kak MpaBuUiio, Oblla MPOAOJKEHA Tepanus
npenapaToM M3 TPYIIbl THA3UIHBIX OuypeTukoB (34,2%) nubo TopaceMujioMm
(13,1%), B 26,2% Obl1a mpo10JKEeHa Tepanus pypoceMuaoM, 1€TH U3 2-i IPyIIIbI
qanle HYXXJAJIUCh B HA3HAYCHUM WM TPOJOJDKEHUM JICYEHUS NETIEBBIM
nuypetukoM Qpypocemuaom (75,6%), Bce mamueHTbl 3-M TPyMNIbl MOTydaiu
dypocemup. CepaeuHblid TTMKO3UI JUTOKCUH ObLI HA3HAYEH BCEM MaleHTam 3-ii
rpynnsl, 75% u 42% neteit 2-it u 1-i rpymnnbl COOTBETCTBEHHO.

KommnexkcHas wmenukamento3Has tepanus XCH 1mokazana BBICOKYIO
3hPekTUBHOCT, y OOJBIIMHCTBA MAIMEHTOB Kak B BUAE YJIyUIICHUS
KJIINHUYECKOI'0 CTAaTyCca U YMEHBIICHHS BhIpaKeHHOCTH cumntoMoB XCH, Tak u B

BUJIE YJIYUILIEHUs MOKa3aTenei 1abopaTopHO-UHCTPYMEHTAIBHOTO 00cae0BaHus,
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BKJIIOYasi CTaTUCTUYECKU 3HauuMoe cHukeHue ypoBHs NTproBNP, ymeHbuienus
KTH, nepemoaenrupoBaHue JEBOT0 KEITyJOUKa U YIYUIIEHHE €r0 COKPATUTEIbHON
CIIOCOOHOCTH.

Yepes 6 mecsueB nociie Hayajla TEpAnuy yBEIUYHIACh J0JIs NAaUeHTOB C |
®K XCH c¢ 35,9 nmo 70,8%, a gons npereir ¢ II ®K XCH wu III ®K XCH
ymenbpmiacek ¢ 31,1% no 15,7% u ¢ 28,3% no 13,5%, coorBerctBeHHO. [V @K
XCH cnycts 6 MecsleB OT Hayajga Tepanuu He ObLI JUArHOCTUPOBAH HU Y OJTHOTO
pebenka. Ilpu nanpHeilimieM HaOMIOAEHUM pacupenesieHue NalUueHTOB B
coorBercTBuM ¢ ®K XCH npumHmunuansHo He orimyanock. Cmycta 3 roga oT
Hayaia HaOmonenusa y 1 pedbenka ¢ HKMII ormeuanock Hapactanue @K knacca
XCH no 1V, B nanbHelmeM emy 6bu1a nposenena TC 3a pyoexom.

B 1-ii u 3-i rpynnax @B JIXK Obuta ctatuctruuecku 3aaunmMo (p=0,001 u p<
0,05, cOOTBETCTBEHHO) BBIIIIE YK€ Uepe3 6 MecsleB Mocie Hayana Tepanuu, Bo 2-i
rpymnmne — 4yepe3 | rox mocne Hayana yeuenus (p<0,05). Menuana Z-score KJIP
JIXK uepes 6 mecsueB B 1-if rpymnne cHusmiacs ¢ 2,9 (2,16;4,29) no 1,505 (0,72;
2,43), Bo 2-it rpynne ¢ 4,24 (2,66;5,81) no 3,55 (1,25;4,58), y nanuentoB 3-i
rpynmnsl ¢ 6,885 (5,63;8,74) no 6,52 (4,24;7,8). Y nauueHToB 3-ii rpynmsbl yepe3 3
roja Mocje Hayajga Tepanud OTMEUYEHO CTAaTUCTUYECKH 3HAYUMOE YMEHBLICHUE
Menuanbl Z-score JIII ¢ 3,04 (1,28;4,09) no 2,22 (0,53:2,68) (p<0,05), onnako npu
oOcne0BaHUM Yyepe3 S5 J1eT BHOBb OTMEUEHO HapacTaHUE JAHHOTO MOKA3aTeNsl, YTO
MOXXET OBITb OOYCJIOBJIIEHO MCXOAHO 00Jiee TSKENbIM XapaKTepOM IMOPaKEHUS
cepAlla U MpOrpecCUpyIOmUM TeueHueM OO0JIe3HH Yy MaiueHToB 3-if rpynimsl. [Ipu
nuHaMudeckoM HaOmonenuun y 37 (34,9%) nereir  JOCTUTHYTAa TOJHAs
HOpMaJIM3alus 3XOoKapAuorpapuyeckux IMoKa3zaTened, Hauboiee YacTo cpeau
nanueHToB ¢ ucxonHo [ m II ®K XCH. I[lo naHHbIM neauaTpuyvecKoro
amepukanckoro peructpa KMII, BoccTaHoBNIeHHE cep/ieyHON (QYyHKIIMU Y JeTel ¢
nunatainoHHbiM ¢enotunom KMII ormeuaercs B 27-30% ciyuaeB [160], npu
nauonatuyeckoit KMII mo gaHHbIM TOTO %€ peructpa — auib 22%, B OCHOBHOM Y

nereit B Bo3pacte 10 10 ser [58]. I1o gaHHBIM aBCTPAIMICKOTO MOMYJISLIMOHHOTO
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HCCIIEIOBAHUS HOpMaJIU3anus XOKapaAuorpaduyecKux napaMeTpoB
3adukcupoBaHa y 33% nereit ¢ nunaraiimoHHeiM ¢penotunom KMIT [22].

YMmensmienne KT ormedanocs BO Becex rpymnmax: B 1-i rpynie yxxe depes
I rox mocne Hawana tepanuu, y A€Ted 2- ¥ 3-i TpynIbl COyCcTd 3 roja IMocie
Hayaja Teparuu.

CrartucTuyeckd 3HAYUMOE CHW)XXEHHE YpPOBHA JIaDOpaTOPHOrO Mapkepa
cepaecunoi HepoctaTouHOCTH NT-proBNP peructpupoBanocs yepe3 6 Mecsues OT
Hayaina tepanuu B 1-il u 3-i rpynnax (p< 0,05 m p=0,001 cooTBeTCTBEHHO), Y
MalMEeHTOB 2-i rpymmsl — yepe3 1 rox nocne Havana repanuu (p=0,001).

[lony4yeHHble HAMM JTaHHBIE KOPPETUPYIOT C OOJIBIIMHCTBOM 3apyOeKHBIX
UCCJIEI0BAHMM, MOCBSAUIEHHBIX HM3y4eHHIO auiaTtanuoHHoro ¢enotuna KMII y
JEeTen.

B uccnenoBanuu, BkimrovaBmieMm 38 neTedl ¢ AWIATALIMOHHBIM (DEHOTUIIOM
KMII B Bo3pacte ot 0 10 3-X J€T, MpoAEeMOHCTPUPOBaHA BbICOKas 3 (HEKTUBHOCTh
kommuiekcHor Tepanun XCH, Bxmouaromenn uAII®, BAb m AMKP. Ilpm
IIOCTYIUIEHUM B KIMHHUKY 82% IanMeHTOB IMOIy4Yald HHOTPOIHYIO TEPAIMIO,
KoTopasi Oblla BIIOCJIEICTBUM OTMEHEHAa BCeM mMalnueHtaMm, 95% malueHToB
MOJIyJaJId JTUYPETUYECKYI0 Tepanuio (PypoceMUIOM, K MOMEHTY BBIIIUCKH W3
crauvoHapa 28% NanMEeHTOB yAAJOCh OTMEHUTHh TEPAINUIO IMETIEBBIMU
IUypeTUKaMHu. BpDKMBIIME DAUMEHTHl MPOJEMOHCTPUPOBAIN CYIIECTBEHHOE
ynyumienue @B JIK (ot 19£11% no 46+16%), ymensienue KJAP JDK (Z-score
KIP JOK ot 4,6£2,4 no 1,4+1,6), cumwxkenue coaepxkanuss NT-proBNP B
ceiBOpoTke KpoBH (¢ 3330+£3840 nmo 1714825 mnr/mn) [147]. B Hamem
uccinenoBaHu HauOosee OnaromnpusiTHas AUMHAMUKa TOKa3aresiel J1abopaTopHO-
MHCTPYMEHTAJILHOTO o0ciieioBanus orMedeHa y nanuenToB ¢ [ u [T ®K XCH, uro,
BEpOSITHO, CBS3aHO C MEHEE TSDKENIbIM TE€YEHHUEM 3a00JiIeBaHMs, CBOEBPEMEHHOMN
JUArHOCTUKOW W OoJiee paHHUM HAayajloM Tepalvu, B TO BpeMs Kak narueHTsl ¢ 11
n IV ®K XCH wMoryr wumerb HeoOpaTUMble HU3MEHEHHMs MHUOKapAa, YTO

OTrpaHUYMBAET BO3MOKHOCTh BOCCTAHOBJIEHUS CEPICUYHON (PYyHKIUU.
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B uccnenoBanune Saxena ¢ coaBTOpamu Obulo BKIIIOYEHO 33 pebeHka c
nunatanuoHHbiM  penotunom KMII B Bo3pacte or 7 mo 138 wmecsiies,
nojyvyarnmux KoMOuHUpoBaHHyI0 Tepanuio XCH, Ha MOMEHT BKIIOYEHUS Y
51,5% manumentoB nokaszarenu coorBetcTBoBaiu II @K XCH, y 30,3% - III ®K
XCH, ny 18,2% - IV ®K XCH. Cnoycts nonroja nocie Hadaia tepanuu 'y 23%
nerer auarsoctuposad | @K XCH, y 46% nauuentos Il @K XCH, I u IV ®K
XCH punarnoctupoBanbl y 12% neteit. [lo pesynbratam OxoKI' 3adukcupoBano
cratuctnueckn 3HaunMmoe ymenemienne KJIP JDK ¢ 4349 mm po 39+7 mm
(p=0,003) u noseimenne ®B JIK ¢ 22+7% no 42+15% (p<0,0001) [150]. B
HallleM MCCJEAOBaHUM B KOHIE Tepuoda HaOmroneHus Oosiee vacto (B 28%
cinyuyaeB) nuarHoctupoBan II @K XCH, yto MoxeT ObITh 00YCIOBICHO OOJNBIINM
YKMCJIOM NMAlMEHTOB, N3HAYaIbHO BKIIOYEHHBIX B UCCIIEAOBAHME.

B uccnenoBanuu cpeau 89 nereit ¢ nunatanuoHHbsiM (enotunom KMII B
Bo3pacte oT 1 Mecsua no 18 ner, depe3 6 MecsleB NOCHE Hayaida JICUCHUSA
ormMedyeHo cHMkeHue ypoBHS NT-proBNP c¢ 9,356.48 + 236.89 nmo 6,539.46 +
365.42 (p<0,01) u nmosimenne ®B JIXK ¢ 38.7 £ 11.5 mo 43.7 + 13.1 (p<0,05)
[73].

[Ipu anHanmu3e JUHAMUKA PE3yJbTATOB KIMHUKO-UHCTPYMEHTAIBHOTO
oOcneoBaHUsl B 3aBUCUMOCTH OT 3THOJOTMU 3a00J€BaHUS, BBISBICHO, YTO
nanuentsl ¢ HKMII nmenu xyamme nokaszarenu. [lo ganasim OxoKI' otmeueno,
YTO Yy MALMEHTOB ¢ JuiatanroHHbIM (peHotunom KMII 6e3 nmpusznakos HM JDK
cpennee 3HaueHne Z-score KJIP JDK cHmxkanoch B TedeHHME BCEro IEpUOJIa
HaOmonenusi, a y nanuentoB ¢ HKMII B Teyenue roma ormMedanoch CHUXKEHUE
cpennero 3Hauenus Z-score KIIP JIXK ¢ 4,64 no 3,12, ogHako npu gajnbHEUeM
HaOmoaeHuu 3apukcupoBano Hapactanue quiarauuu JOK. Cpennee 3Hauenue Z-
score pasmepa JIII cpenu nanuentoB 6e3 HM JIDK nHopmanuzoBanuch B TeueHUe 6
MecA1eB HaOJI0IeHUs U MPU AAJIbHEHUIIEM HAaOII0J€HUU OCTaBAJIOCh HOPMAJIbHBIM,
B To BpeMsa kak y mnamueHtoB ¢ HKMII noxaszarens napacran. HaubGonee

BEpPOSITHO, YTO aTpuomerainusi o0ycionieHa y nauueHToB ¢ HKMII BoipaxkeHHOM
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auactonuyeckod — aucPyHkumel  Ha  (OHE  TMOBBIIMIEHHOM — JKECTKOCTHU
HEKOMITAKTHOT'O CJIOSl MUOKapAa U pa3BUTHs ero (udpo3a ¢ TeUeHUEM BPEMEHHU.

CokpatutenbHas clioCOOHOCTh MUOKap/a Tak ke Obljia HUXKE Y MAIlUEHTOB C
HKMII: B Teuenue nepBoro rojga HaOMOAEHUS OTMEUEHO HEOOIBIIOE YBEINUECHUE
cpennero 3HaueHuss OB JDK c¢ 39,53% no 43,75%, omnako panee @B JDK
CHUKaJach. 3apyOekHbIe HCCIENOBaHUs IEMOHCTPUPYIOT, uT0 90% manueHToB ¢
HEKOMIIAKTHBIM MHUOKapJoM B TeueHue 10 neT HaOmoJeHUs MOCe MOCTaHOBKU
JIUarHo3a JeMOHCTPHUPYIOT CUCTOJMYECKYI0 auchyHkuuio [168]. Y mauueHtoB c
munatauoHHbM GeHotunoM KMIT 6e3 HM JIXK uepe3 6 mecsueB HaOmoaeHUs
cpennee 3HaueHue OB ypenumuunock ¢ 34,08% no 41,54%, npu nanpHelmem
HaOJIIOACHUN OTMEYAI0Ch YBEIUUECHHUE TOKa3aTesl.

Takum o6pazom, mnamuentst ¢ HKMII B Hamem wucciegoBaHuu
MPOJIEMOHCTPUPOBaAIM Oojiee HEONAronpusTHOE TeueHue 3adosieBaHus. Cxoxue
pe3yabTaThl Ody4YeHbl B uccienoBanuu Pignatelli ¢ coaBTopamu cpenu 36 neteit ¢
HekoMnakTHoO KMII, B Bo3pacte oT 1 qus no 17 ner xu3Hu (MeauaHa BO3pacTa
Ha MOMEHT Haudaja HaOmoAeHuUsS  coctaBuiaa 90  nHeit), MeauaHa
MPOAOKUTEIbHOCTH Halmonenus 3,2 rona (ot 0,5 go 12 ner): cuctomuueckas
(yHKLHMSA JIEBOTO KelyJouka Oblia cHuxkeHa y 83% nmauuentos, meaunana OB JIK
coctaBuwia 30% (ot 15 go 66%), y 9 mamuentoB co cHmwkenHou @B JDK,
NeOIOTUPOBABIIMX HA TMEPBOM TOAY JKU3HU, OTMEYAJIOCh TPAaH3UTOPHOE
BOCCTAaHOBJICHHE COKPATUTEIbHON CIOCOOHOCTH MUOKAP/a, B AAJIbHEHUILIEM OJHAKO
BHOBb OTMeueHO cHmxkeHue @B JDK [129]. B 1o xe BpeMs B ucclieIOBaHUH,
nposeaeHHOM cpeau 51 manuenta ¢ HKMII, cpennuit Bo3pacT KOTOPBIX COCTABUII
11,5 £ 11,8 ner, a cpennee BpeMs HabmoaeHus 2,4 + 2.3 ronia, BHISABICHO, UTO y 88
% mnanuentoB Ha (one Tepanuu XCH oOTMEUYEHO yIyylleHHE COKpPaTUTEIbHOU
¢ynxuun JOK, B 12 % ®B JIK He u3MeHunace, Npu 3TOM JIy4dIlUEe pe3yJIbTaThl
OBLIIM MOJYYEHBl Y TAIIMEHTOB ¢ Oosiee paHHEH MOCTAaHOBKOM MarHo3a U Ha4ajioM
tepanuu  [123]. Bo3MOXHO, pas3Hble pe3yJbTaTbl CBS3aHbl C HEOOJBIIUM

KOJIMYCCTBOM IANMCHTOB MW C pPasHbIMU CPOKaMH Ha6HIOI[eHI/ISI I[CTGI\/’I, JIIsA
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YCTaHOBJICHHsI 0OJ€€ TOYHBIX 3aKOHOMEPHOCTEH TeueHHsI 00Je3HM HEO0OXOAMMBI
MHOTOLEHTPOBBIE PETUCTPHI MALIMEHTOB U 00JIee JUIUTEbHbIE CPOKH HAOTIOICHUS.

Cpenn ofOuiero konuuecTBa mamueHToB y 12 geredt mo naHHbiM OxoKI
OTMEYAJIOCh ACHUHXPOHHOE JABWKeHHe cTeHok JDK  pasnuuHOi  creneHu
BBIDQKEHHOCTH. Y  Bcex |2 mamueHToB  OTMEYAIuCh  HapylLIEHUs
BHYTPYIKEIYJOUYKOBOM MTPOBOAUMOCTH Pa3HOM CTENEHU BBIPAKEHHOCTH, y 4 neren
peructpupoBanacs [IBJIHIIT ¢ npogomxuTensHocThiO KOMILIekca QRS Gonee 120
Mc. [To nanabM OX0KI" nmeno mecto pemonenuposanue JUK nmo qunatallnOHHOMY
(peHOTHIY C BBIPAKEHHBIM CHUYKEHUEM COKPATUTEIBHON CIOCOOHOCTH MHOKapAa
(y 50% mamuentoB ®B JIXK 6wuta menee 30%), y 4 manueHTOB ObUIO YBEIUYEHO
JIIT Opumn yBenuyeHsl y 4 MalMEHTOB. Y 7 MallMEHTOB HCXOJHO OTMEYaach
HEJIOCTaTOYHOCTh MUTPAJIBHOTO KJIANlaHA, B 2-X CIIy4asX COOTBETCTBYS TSKEIION
creneHu. B 5 cioydasx oTrMeueHbl sXokapauorpaduueckue MPU3HAKU JIETOYHOM
runeprensud. Ha QoHe MenukamMeHTO3HON Tepanuu y 7 NAUMEHTOB OTMEYEHO
yMEHbIIICeHUE KiauHudecknx cumntoMoB XCH, coorBerctByss 2A-1 cranum,
oOpaTHOe pa3BUTHE peMOJeIupoBaHus Muokapaa u mnoBbimieHue OB JIK,
ymenbiieHue KTU wu cHmxenne ypoBHs NTproBNP, ceuuperenbctByromee o
CHIKEHHH BBIPAKEHHOCTH MEPETPY3KU MUOKap.Ia.

B 5 ciyyasax, HecMOTpss Ha aJEeKBaTHYIO MEIUKAMEHTO3HYIO TEpaIulo,
coXpaHsuch BbIpaxkeHHble cuMmntombl XCH, punaraums JDK, cHuxkeHue
COKpaTuTenbHOU crnocoOHocTu Muokapna ¢ ®B JDK < 35-40%. Ilo OKI' y 4
nanueHToB orMmevanack Mopgonorus IIBJIHIT ¢ mupokum kommiekcom QRS ot
130 no 170 mc, B 1 ciiyuae mupuna kommiekca QRS cocraBuiia 100 mc, ogHako y
JTAHHOTO MalueHTa nokazanueM Kk umiuiantanuu JKC sBusincs cuaapoM ciiadboctu
CUHYCOBOI'O Yy3Ja C MPEICHHKONAIbHBIMU COCTOAHMAMH. CodeTaHue OTHUX
KPUTEPUEB ABUJIOCH ITOKa3aHUEM K nposeaeHuto CPT, ycnemHo npoBeaeHHON 4-M
netsim. CPT umena makcumanbHblid 3dpdext y 3-x mauuentoB ¢ KMII Ha ¢done
[IBJIHIII', y xotopeix Obun kynupoBaHbl cumntombl XCH, 3aperucrtpupoBaHa
HOpMaJIM3alisl pa3sMEpPOB IMOJIOCTEH cepllla M COKPAaTUTEIbHOM (QYyHKIUU

MuoOKapaa. B cooTBeTCTBUM ¢ pe3yJibTaTaMU 3apyOEKHBIX HCCIEIOBaHUM, Yy
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JAHHBIX MAlWEHTOB  BBIABJICHHBIA IIMPOKUM Komiuieke QRS, acuHXpoHHOE
cokpamienue cteHok JDK, Huzkas cokpaturtenbHas crnocoOHocTh JIK, BbICOKUM
(YyHKUMOHANBHBIA KJIAacC CEPAEYHON HEAOCTAaTOYHOCTU SIBISUIMCH MOKA3aHHEM K
npoBenenuto CPT u oOycnoBunu ee a¢pdextuBHocts [70, 51, 79]. Bee nanuenTsl
nocie uMmmiantanuu OKC mpoxoauiau peryisipHoe o0cienoBaHue, MPOoaoIKas
noJiyyaTb MEJUKAMEHTO3HYIO Tepanuio, Ha (OHE BOCCTaHOBIEHUA Mop(do-
(yHKUIMOHANBHBIX IMApaMETPOB cepAla MPOBOAMUIIACH TIOCTENEHHAass  OTMEHA
nedyenus. Ilo naHHBIM 3apyO€KHBIX PETPOCHEKTUBHBIX HCCIEIOBAaHUN Cpenu
nerckor mnomysanuu 10 40% DauMeHTOB, CTOSIIUMX B JINCTE OXUJAHUS Ha
TpacHIUIAHTALMIO cepaua, nocine npoBeneHuss CPT Obun ynaneHsl U3 JucTa
oxkunanusi TC BcnenctBue xopoiero 3gdekra nanHoro Buaa yeuenus [80]. [o
naHHbIM uccienoBanusi Friedberg ¢ coaBropamm ycraHoBieHo, u4Tto 66%
NAalMEeHTOB C JuiaTaiMoHHbIM (¢GeHotunom KMII ¢ BHyTpuxenya04yKoBOH
JUCCHUHXPOHUEN UMEIOT HOPMAJIBHYIO MPOJOJKUTENBHOCTh KomIuiekca QRS [65],
npu stoMm nposeaeHne CPT He mnokazaHo W He OyIeT CONPOBOXKAATHCS
KIuHuyeckuMm 3pdexkroM. Tem He MeHee, y mnaunumedHta ¢ HM  JDK,
CIIOMPOBOXKAarOIIEHca HecTien(PUIecKol BHYTPUKEITYJOUKOBOM OJI0KaA0M, Mocye
umiianTanuu OKC oTMeueHa mosioKUTeNbHAsE JUHAMUKA KaK KIIMHUYECKH, TaK U
M0 JaHHBIM MHCTPYMEHTAJIbHBIX METOJOB OOCHEJOBaHUS B BUJIEC yMEHBIICHUS
creneHu pemojenupoBanus JOK u yimydieHus ero COKkpaTuTesIbHOM CIIOCOOHOCTH.
Takum oOpa3om, BceM JeTsM ¢ JuiaTaniuoHHbIM  (peHoTunom KMII,
conpoBoxaarommmcss XCH, y kortopeix no nganasiM JKI' ormevaercst HapylieHue
MPOBOAMMOCTH ¢ IHUpokuM Komiiekcom QRS, T1peOyercs mpoBeaeHue
HCCIICIOBAHNSI HAa HAJIUYHUE DJIEKTPOMEXAHUYECKOW NUCCUHXPOHUU ISl PELICHUS
BOIpoca 0 Bo3MoxkHOCTH TipoBeneHus CPT [19].

B Hamem wuccnenoBanum y 12 NanMeHTOB HMCXOJHO PETUCTPUPOBATIACH
TspKenasi creneHb HemoctatouHoctd MK. V 4-x gereit Ha (oHe OnNTUMAIBHOM
MEJIMKaMEHTO3HOM TEepallni COXPAHsUINCh BbIpaxkeHHble cumnToMbl XCH,
cootBercTBYA III-IV ®K no momudpunmupoBannoil mkane Ross (2012), Beicokwmii

ypoBeHb NT-proBNP (ot 3709 no 25789 mnr/mi), HapacTana KapAHOMETaJIUsl 1O
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nanubiM pentreHa OI'K (KTU mepen omeparueit coctaBuii oT 66 1o 81%),
peructpupoBanack BeipaxkeHHas aunatauus JOK ¢ Z-score ot 5,66 no 7,4, nesad
atpuoMeranust ¢ Z-score or 4,5 npo 7,5, uyto mnoTpeOOBaIO MPOBENCHHUS
XUPYPrU4ECKOro0 JICYEHUS MUTPAIBHOM HENOCTaTOYHOCTH. B 1 ciydae Obuia
NpoBeicHA OBHAsA aHHyJjomnactuka MK, y 3 fgeTeil BBINOJHEHO MPOTE3UPOBAHUE
MK mexannueckum npote3oM. Ilocne nmpoBegeHunst Xupypruaeckon Koppekuum y 1
NalMeHTa COXPAaHSAINCh BbIPAXKEHHbIE CHUMIITOMBI CEPACYHON HEJOCTATOYHOCTH, B
Bo3pacte 11 MecsiueB HacTynwi JieTajdbHbIl ucxof. Y 3 paereir Ha oHe
YMEHBIIEHNAS CTENEHW MUTPAIBHON HEAOCTATOYHOCTU [0 JIETKOM OTMEYaJIOCh
BBIPDAKEHHOE YJYyYIIEHWE KaK KJMHAYECKOTO CTaTyca B BHJI€ YMEHBIICHUS
cumMnToMoB 3acToiiHon XCH, Tak u 1abopaTOpHO-MHCTPYMEHTAIBHBIX MAPaAMETPOB
B BUJIE CHUKEHMS CbIBOPOTOYHOM KOoHUeHTpauuu NT-proBNP, no manabiM 9xoKI
otMeueHo ymeHblieHue Z-score KIP JIK, ymenbiienne pasmepos JIII. @B JIXK
NIOCJIE ONEPATUBHOIO JIEYECHUSI YBEJIMUYWIACH B 2-X CJy4YasiX, OHAKO 3a MEPUON
HAOMIONIEHUS] Yy BCEX TMAUMEHTOB COXPAHSIETCSI CHUXKEHUE COKPATUTENBHON
crnocoOHocTH MuoKapaa. Bee metn npoposkaroT nonydars tepanuto XCH, ognako
NpU JUHAMMYECKOM HAOMIofleHnn no Mepe KymnupoBaHusi cumntoMoB XCH u
YIYUYLIEHHAs TOKa3aTeJaell J1ab0paTOPHO-MHCTPYMEHTANBHOIO OOCJIEIOBAHUSI UM
yJAJI0Ch MUHUMHA3UPOBATh AMYPETUYECKYIO TEPAINUIO, B 2-X CIIy4asix CIyCTs 2 roga
NOCJIE BMEIIATENbCTBA ObLII OTMEHEH JIMTOKCHH.

I[Ipu  gunarauponHoM  ¢genorune KMII  pa3zButue  MuTpanbHON
HEJIOCTAaTOYHOCTU fABJsieTCsl BTOpUYHbIM Ha ¢oHe awnarauuu JDK m OK MK,
NPUBOJAA K HENOJHOW Koanrtauuu cTBOpok MK. BeIpaxeHHass MuTpanbHas
HEJ0OCTATOYHOCTh aCCOLIMUPOBAaHA C 00JIee TSKENbIM TEUEHHUEM AMIATAllHOHHOTO
¢enoruna KMII u sBasercs He3aBUCHUMBIM (PAKTOPOM pPHCKAa HEOOXOJUMOCTH
nposeaeHus TC [60]. ¥V mamueHTOB B HaIlleM MCCIEIOBAHUUA XUPYPTHUYECKOE
BOCCTaHOBJIEHHE 3anuparenbHoil ¢pyHkunmu MK B 3-x ciydasx crnocoOCTBOBalIO
YMEHBUIEHUIO CTETIEHH PEMOJEIIMPOBAHUS JIEBOTO XKeEIyJouka U o0beMa JIEBOTO

MpeJcepinsi, YTO TMO3BOJWIO CHU3UTH BBIPAXEHHOCTh cuMnTtoMoB XCH w
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MPEJOTBPATUTh HEONAronpuATHBIM HCXOJ, OJHAKO HE TMPUBEIO K TOJHOU
HOpManu3auu MoppodyHKIIMOHAIBHBIX MapaMeTpoB cepaua. B ucciepoBanuu
cpeau S5 nereit ¢ aunatanmoHHbIM ¢eHoturioM KMII uanonatudeckoi 3THOIOTUU
C MUTPAJIBHOM PETryprUTaAlUECl OT CPEAHEH N0 TSIKEION CTeNeHU, 4-M ManueHTaM
Obuta ycmemHo TmpoBeaeHa mactuka MK, mociie KOppeknuu OTMEYEHO
YMEHBIICHUE  BbhIpaXXEHHOCTH cuMnToMoB XCH, yMeHbIIEHHE CTENEHH
MHUTPAJIBHOM pErypruTaliui A0 1 CTENeHH, YMEHBIICHUE pPa3MepOB JIEBOTO
IpeAcepaAns, IPU 3TOM BCce 4 manueHTa NOoCie ONEpaluy MPOAOJDKAIOT MOIYy4YaTh
MenukaMeHTo3Hyto Tepanuto XCH mAII® u muyperukamu, 3 u3 4 manueHTOB
nonydator bADB [175]. Xupypruueckoe jaeyeHHe MHUTPaIbHOW HEJOCTATOYHOCTH
npu auwnarauuoHHoM (enotune KMII y nerelt paHHero Bo3pacta MOKET OBITh
pPacCMOTPEHO MPHU COXPAHSIOMIMXCS BBIpAXKEHHbIX mposiBieHussx XCH, mid
yMeHblIeHus1 neperpy3ku JIII, ynydmieHuss TE€MOJMHAMUKHA B MAJIOM KpyTe
KpOBOOOpAIIIEHUS, YTO MO3BOJIUT YIYyUIIUTh TPOTHO3 marueHTa [176].

OO0masi BbDKMBAaEMOCTh NAUMEHTOB cocTaBuia 93% B Teuenwe 1 ropa
HaOmoaeHuss u 82 % B TedeHue S-nmeTHero nepuona. Ilo gaHHBIM 3apyOexKHBIX
peructpoB aereid ¢ KMII y nereit ¢ nunaranriondsiM penotunom KMIT BrisiBneHa
OoJplllasi 4YacTOTa HEOJArOMpHUSITHBIX HUCXOAOB, 1-JIETHSIE BBIKHUBAEMOCTh
coctasisieT oT 65 no 72%, S-netnss — ot 51 no 63% [28, 47, 169]. Beposrno,
MEHbIIIas BBDKUBAEMOCTh TAIMEHTOB OOYCJIOBJIEHA BKIIOYEHUEM B PETUCTP
MalKeHTOB ¢ Ae00TOM 3a00JeBaHus B 00jiee MO3/IHEM BO3pacTe, a TakKe OOJbIeh
gactoto TC, mnpoBoaumbix 3a pyoOexxomM. TeM He MeHee, MO JaHHBIM
neauarpuyeckoro peructpa KMII CIIA BpKMBAEMOCTh AETEW C IAIATAIIMOHHBIM
¢enorunom KMII ynyummnack: npu aHaau3e HCTOPUIl OOJE3HU MALMEHTOB C
munatanoHubiM (enotunom KMII, auarnoctupoBanHoit B mepuoa ¢ 1990 mo
1999 rr. u B mepuon ¢ 2000 mo 2009 rr. cmeptHOCTh coctaBwia 18% u 9%
cootBeTcTBeHHO (p=0,04), HECMOTps Ha TO, uTO yactota TC ocranach mpexHEH.
UccnenoBarenu CBS3bIBAIOT TaKyH JUHAMUKY C YIYYIIEHUEM AUATHOCTUYECKHUX
BO3MOKHOCTEHM, paHHUM Ha3zHaueHueM Tepanuu HAIID m BAD Ha anuTenbHbIM

CPOK, HCITIOJIBb30BAHHUCM CHUCTEM JINTCIIBHOI'O BCIIOMOraTCJIbHOI'O
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KpOBOOOpAIIeHUs] B KAauyeCTBE «MOCTa K BBI3JIOPOBIEHUIO», a Takke C
MYJIbTUAMCIUIUIMHAPDHBIM TToAxoaoM K JiedeHnto XCH y nmanHOWM Karteropuun
nanueHToB [160]. [losyuyeHHble HaMU PE3YJIBTaThl COTJACYIOTCA C PE3YJbTaTaMHU
uccienoBanus Rupp ¢ coaBropamu, npoeaeHHOro B nepuon ¢ 2006 mo 2012 roa
cpeau JAeTed paHHEro Bo3pacTa C auiaTandoHHbIM (genotunom KMII, rae
BBDKMBAEMOCTh B TE€YEHHE OJHOTO roja MOCJEe MOCTAaHOBKM AMArHo3a COCTaBHIIA
97%., S5-netHsis BbIKUBAaeMOCTh cocTaBmia 86%. Ctonbs oOHaexkuBaromue udpol
OBLIIM CBSI3aHbI UCCIIENOBATENSIMU C YBEJIMUEHHON PEreHEPaTOPHON CIIOCOOHOCTHIO
KapAMOMHUOLIMTOB B  pPaHHEM BO3pacT€ ©  CTpAaTerHedl  HMHTEHCUBHOU
MEINKAMEHTO3HOM Tepanuu, BkiIouvaromen HAII® u BAB, uyTto mno3BONsET
n30exaTh HEONaronmpusATHBIM HMCXOJ B KPUTUYECKHH mepuoj mocie aedrora
3aboneBanus [147].

Cpemn  ymepmux gered y  4-X  [AIMEHTOB  JMAarHOCTUPOBAHA
nauonatuyeckas KMIIL, y 1-ro nauuenta nacnencrsennas KMII, 4 nereit umenu
nuarno3 HKMII, cpeay HUX y OTHOTO MaluenTa AMarHoCTUpoBaH cuHApoM bapra.
[TanimenT, koTopomy Obu1a mpoBenena TC, nadmtonancs no nosoxy HKMII.

BppkuBaeMOCTh MAalMEHTOB 3aBUCENAa OT UCXOAHOM Tsbkectn XCH:
HanOoJiee 4acTo HEOIAronpusITHbIE UCXO/bl OTMEUYAJIUCh y MALMEHTOB C UCXOIHO
IV ®K XCH, pexe c lII ®K XCH. Bripaxxennsie cumntombl XCH (Bricokas HCC,
BBIPaXEHHAsl OJIBIIITKA, HEOOXOAUMOCTh YPE330HI0BOTO KOPMJIEHHUS, MOTPEOHOCTh
B KapJAMOTOHUYECKOHN MOAAEPKKE B 1e0r0Te 3a00s1eBaHusl) ObLIIN aCCOIMUPOBAHBI C
HeOnaronpusTHeIM ucxoaoM. Cpeau nanueHToB ¢ ucxoaHo | ®K XCH B namem
UCCJE0OBAHUM HE OBbLIO 3aperuCTpUpPOBAHO HEOIArompuATHBIX Hcxo0n0B. [lo
pe3yiibTataMm 3apyOekHBIX UccleqoBaHui 0osee BbipakeHHble cuMnToMbl XCH B
nebroTe 3a00JeBaHMS TAKKE aCCOIMMPOBAHBI ¢ 00Jiee BHICOKONH cMepTHOCTHIO [30,
109].

BrisBrisieMass 1o  AaHHBIM  XOJATEPOBCKOro MoHUTOpupoBaHua OKI
KEITYJJOUKOBasi 3KCTpACUCTONMS 5 rpajauuu no Lown Oblaa accOUMHUpOBaHa C

BBICOKMM PHCKOM H€6J'IaFOHpI/I$ITHOFO HCX0oOa, YTO COrjacyceTcCs C pe3ylibTaTaMu
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OONBIIMHCTBA 3apyOEKHBIX HCCIEAOBAaHUM, OINPEACIAIONIMMHI KEIyI0YKOBbIE
apuTMHH Kak paxrop pucka [109].

Cpenn aXoKapArorpaduuecKux ocoOeHHOCTEN OCHOBHBIMU
HEOMaronpusITHbIMU KputepusiMu  sBismuchk Hanuune HM  JDK, TtortanbHas
MUTpaJIbHasi HEJIOCTATOYHOCTh M TOBBILIEHUE JABJICHHUS B CHUCTEME JIETOYHOMN
apTepuu, BbIABIAEMble B Je0roTe 3aboneBaHusa. [lo JaHHBIM 3apyOeKHBIX
nyOJuKalMil, BBIpAXKEHHAs MUTpaJbHAas HEJAOCTATOYHOCTh CBs3aHA C Oojee
BoIpakeHHbIMA cuMmnitoMamu XCH u puckom TC wim neransHoro mcxoxna [30,
124, 165].

CornacHo pe3ynbTaraMm OOJBIIMHCTBA HCCIEAOBAHMM, Bo3pacT aelrTa
3a00eBaHusl ABISIETCS BaXXHbIM HPEIUKTOPOM HCXOJa IMpHU AUIATALHOHHOM
denotunie KMII y nereit, aemoHCTpupys OoJjiee 3J0KaU€CTBEHHOE TEUCHHE
00JIe3HU y JIeTeH cTapiiero mKoiasLHOro Bo3pacta [172, 39, 95, 171]. Hekotopsimu
MCCJEI0BATENAMU OTMEUYEHO, UTO TaKXe Ne0I0T 3a00JieBaHUsI BHYTPUYTPOOHO U B
HEOHATAJIbHOM BO3pacTe SBIAETCS HEOIAronpuUsITHbIM B IMPOTHOCTUYECKOM
oTHOHIEHUH [22, 47]. MBI Takke OTMETUIIU, YTO JETH, UMEBIINUE KapIUOMETAIHUIO
yK€ BHYTPUYTPOOHO W MPHU3HAKU CEPACHYHONW HEIOCTATOYHOCTH Cpa3y Iociie

pPOXKIEHUS, JIEMOHCTpPUpOBaIu  Ooyiee  TsDKEJoe  TeyeHue  3a00JIeBaHUs.
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BbIBO/IbI
1. YcraHoBIIEeHBl NPUYUHBI PEMOJEIUPOBAHUS MHUOKapAa MO JUIATALIMOHHOMY
(eHoTuny y JeTeil paHHEro BoO3pacTa: TE€HETHUYECKH JETEPMUHUPOBAHHAS
kapauomuomnatus (36%), BpokaeHHbIE HapylieHUs oOMeHa BemecTB (5,7%),
nopakeHue KopoHapHbIx aprepuit (3,8%), apuTMoreHHass TUCPYHKIHUS MUOKap/a
(3,8%), xpomocomHubie aHomanuu (2,8%) u MoHOreHHble cUHAPOMEI (1,9%), uto
MO3BOJIMJIO pa3padboTaTh aNropuT™ audPepeHuanrbHON TUarHOCTUKH.
2. BpisBneH 41 HyKJICOTHIHBIM BapuWaHT y 32 NAUKMEHTOB PAaHHETO BO3pacra ¢
JIUIIATAllMOHHBIM deHoTUnoM  KapAHMOMHOIATHUH, 15 U3  KOTOPBIX
KJ1Iaccu(UIMPOBaHbl KaKk maToreHHsle, 10 - kak BEpoSITHO MaTtoreHHele, 16 - kak
BAPUAHTBl €  HEU3BECTHBIM  KIMHUYECKUM  3HAYE€HHEM,  OOJBUIMHCTBO
HYKJICOTH/IHBIX BapUAHTOB UJAECHTU(ULIMPOBAHO B TeHax capkomepa (63%).
3. BkiroyeHne MHTMOMTOPOB aHTMOTEH3MHIIpEBpallaonero ¢epMmenta u Oera-
0JIOKaTOpOB MO pa3pabOTaHHOM HaMHM CXEME€ B KOMIUIEKCHOE J€YeHue  JAeTel
paHHEro BO3pacTa C AWJIATALIMOHHBIM (DEHOTUIIOM KapJMOMHUOINATHH, HE BbI3bIBAET
NOOOYHBIX SBJICHHWM, Yepe3 TMOJroja IMOBBIIAET MO0 HalueHToB ¢ |
(YyHKUIHMOHAIBHBIM KJIACCOM XPOHUYECKON CepleYHOM HEeA0CTaTOYHOCTH ¢ 35,9 1o
70,8%, ymenpmaer gomro namueHtoB ¢ Il m I pyHKUMOHANBHBIM KiaccoMm
XpOHHUECKOH cepaeunoit HenpoctarouHoct ¢ 31,1% u 28,3% no 15,7% u 13,5%,
COOTBETCTBEHHO.
4. Ilpm neyeHun B COOTBETCTBMM C pa3padOTAaHHONW CXEMOW HOpMalld3alus
pa3MepoB TMOJOCTEH ceplla U COKPAaTUTEIbHOW CHOCOOHOCTH MHUOKapja Mpu
TUIaTallMOHHOM (PEHOTHUIE KapAUOMHONATUU ¢ J1e0I0TOM 3a00J€BaHUS B paHHEM
Bo3pacTe HabmoaaeTcsa y 35% K nsiTomy rojay HaOJIIOICHHUS.
5.V pgereil panHero Bo3pacTa ¢ AWJIATalMOHHBIM (DEHOTUIIOM KapJIHOMHUONATHH,
MOJIyYalOU[UX ONTHUMAJIbHYI0O MEIUKAMEHTO3HYIO TE€pPAnuio, MPU COXPAaHSIOLIUXCS
BBIPOKEHHBIX CUMOTOMAaX XPOHUYECKOM CEp/I€YHON HETOCTATOUYHOCTH ONPAaBIaHO
MPUMEHEHUE HEMEIUKAMEHTO3HBIX METOJOB JICUEHHS] XPOHUYECKOH cepaeuHOn
HEJOCTATOYHOCTU (CepleyHas PECUHXPOHU3UpYIOIlas Tepanus, IJaCTUKa U

MPOTE3UPOBAHNE MUTPATIBHOTO KJlanaHa).
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6. IlpegukropamMu HeOIArompUSITHOTO HMCXOJa MPHU JUIATAIUOHHOM (HEHOTHUIIE
KapIUOMHONATUH Yy JIeTell pPaHHEro BO3pacTa SBIAIOTCS AHAMHECTHYECKUE
yKa3aHusi Ha TMOTPEOHOCTh B KapAHMOTOHUKAX, HEOOXOAUMOCTb 30HIIOBOTO
MUTaHUs, KIMHUYECKH (POPMUPOBAHUE CEPACYHOr0 ropda U BhIpayKE€HHAs OJIbIIIKA
C BTSDKEHHEM  MEXPEOCpHBIX TNPOMEXYTKOB B  jAe0roTe  3abojeBaHus,
ANEKTpOKapaAuorpauueckiue MpPU3HAKK TUNEepTpoGUH MHUOKapAa MpaBoOro
YKEIIYJI0UKa, JKEIYJOYKOBasg apuTMus S Tpagauuud 1o Lown, HEKOMITAKTHBIM
MUOKap/ JIEBOT0 KEITyJ0uKa, TOTaJbHas HEIOCTATOYHOCTh MUTPAIBHOTO KJIalaHa,
MOBBIIICHUE  JaBJI€HUS B  CHCTEME JIETOYHOM apTepuM MO  JIaHHBIM

axokapauorpadum.

158



MNPAKTUYECKHUE PEKOMEHJIALIUN

1. PexomeHa0BaHO MpoOBeAEHUE 00CIIEIOBAaHUS B COOTBETCTBUH C pa3pabOTaHHBIM
JUArHOCTUYECKUM aJTOPUTMOM, YTO TIO3BOJIMT CBOEBPEMEHHO  BBISBIATH
MAaTOJIOTHIO, HYKJIaIOIYOCS B cnenupuyeckon KOPPEKIUH.
MyJbTHCUCTEMHOCTD HNOpaKEHUs, (deHoTunMUEecKue 0COOEHHOCTH,
HEBpPOJIOTUYECKUE  MPOSIBJICHUS  TPEOYIOT  HMCKIIOYEHHUS  T'€HETHYECKHUX
CUHAPOMOB, XPOMOCOMHBIX aHOMAJIUH.

2. Ilpu BbIABIEHMM Yy JE€TEH C AWJIATAUUOHHBIM (PEHOTHIIOM KapAHOMUONATUU
XPOHUYECKOH CYNPaBEHTPUKYIISIPHOU TaxuKapau, KEITYJOUKOBBIX
HapyLIEHUSAX PUTMA BBICOKUX I'pajaliuii HE0OXOJAMMO Ha3HAYEHHUE aJeKBaTHOU
AHTHADUTMHUYECKOW  Tepanmuu. lIpM  BOCCTAHOBICHHM  COKPATUTEIBHOU
CIOCOOHOCTH MHOKapJa B TE€UEHHUE OJYToa BHICOKOBEPOSTEH apUTMOTI€HHBIN
reHe3 PeMOJIETUPOBAHMS MUOKap/Ia.

3. PexomeHnaoBaHO Ha3Ha4YeHUE Teparuu UHTUOUTOpaMuU
aHTMOTEH3UHIpEBpalaolero pepmeHTa u 0era-610kaTopaMu B COOTBETCTBUU
C MPEICTAaBICHHOM CXEMOH THUTPOBAHUS, YTO TO3BOJISIET B KPAaTKUE CPOKHU
noao0parTh MALMEHTY ONTHUMallbHbIE J03bl Tepanuu, 0e3 (opMHUpOBaHUSA
n000YHBIX AP(HEKTOB B BUJE CHUKEHHUS YAaCTOThI CEpJCUYHBIX COKpAILEHUHA U
aprepuanabHOro naBieHus. CBOEBPEMEHHOE Ha3HAUY€HHE KOMOMHUPOBAHHOU
MEIMKAMEHTO3HOM TEpanuyd XPOHUYECKOM CEPACYHOW HEIOCTATOYHOCTHU
NpEeAyNpPEeXAaeT PpPa3BUTUE  TKEIBIX T'€MOJMHAMHYECKMX  HApYyIICHH,
MO3BOJISIET JOOUTHCSI OOpaTHOrO pa3BUTHUS PEMOJEIUPOBAHMS MHUOKapAa,
BOCCTAHOBJIEHHUSI €r0 COKPATUTEIbHOM CIMOCOOHOCTH U YJIYYLIEHHUS MPOTrHO3a
MalMEHTA.

4. TlaupeHTam  paHHEro  BO3pacTa C  JUJIATAllMOHHBIM  (PEHOTHUIIOM
KapJMOMHOINIATUM M HApPYIIEHHEM IMPOBEICHUS IO HOXXKaM Iyuyka l'mca c
MPOJIOJKUTEIBHOCThI0 KoMIUIeKca QRS mo naHHBIM 37€KTpoKapAHOrpaMMbl
120 mMc u Oonee mnpu HEIPDHEKTUBHOCTH MEAMKAMEHTO3HOW Tepanuu
XpPOHUYECKOM CEepACYHOM HENOCTAaTOYHOCTH, a TaKXke Yy NalUeHTOB C

AunaaTalliOHHBIM (1)CHOTI/IHOM KapaAnOMHUOIIATUH u IMOKa3aHUsAMU K
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UMIUIAHTAUU  DJIEKPOKApJUOCTUMYJIATOPA, HEOOXOAMMO  pacCMOTPEHHE
BOIIPOCA O MPOBEACHUU CEPACYHON PECUHXPOHU3UPYIOLIEH TEpaIIUU.

Y  nanueHTOB  paHHEro  Bo3pacTa € JAWJIATAUUOHHBIM  (DEHOTHIIOM
KapIUOMHONATUH U  C(OpPMUPOBABIICICS TOTAIBHOW M  CyOTOTaNIbHOU
BTOPUYHON OTHOCHUTEJIIBHOM HEJOCTATOYHOCTHIO MUTPAJIBHOIO KilallaHa, IIpU
HeA((PEKTUBHOCTH MEIMKAMEHTO3HOM Tepanmuu XPOHUYECKOM CepIAeHyHOU
HEIOCTATOYHOCTH, IMOKA3aHO PELICHHWE BOIPOCA O MPOBEACHUU IIIACTUKU WIIH
[IPOTE3UPOBAHUSA  MUTPAJIBHOIO  KJallaHa, YTO  IIO3BOJIMT  YJIYYLIUTH
FEMOJUHAMUKY U YMEHBIIUTH BBIPAXKEHHOCTH CUMIITOMOB IIEPETPY3KU MAJIOrO

KpyTa KpoBOOOpaIeHus.
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