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PE3IOME

l'uneprpoduueckas kapauomuonatus (I'KMII) — Tspkenoe 3a0oneBaHue cepina, Xapakre-
pu3yrolieecs: BRICOKUMH TIOKa3aTeIsIMA BHE3aITHOH CMEPTHOCTH, OCOOCHHO Y JIML MOJIOIOTO
Bo3pacta. Ontumusanus TakTuku Jiedenus nereir ¢ ['KMII ¢ mensro yimydiieHus mporHo3a
0CTaeTCsl OHOM U3 aKTyaJIbHBIX 3a/a4 Kapanosoruu. IIpencrasieno knHUYecKoe HaOIr0ae-
HHE IOHOIIM 15 5eT ¢ yMepeHHOH runepTpodueil MUOKapaa 1 aCHMIITOMaTHYHBIM T€UCHHEM
I'KMII, B cBsi3u ¢ 4yem 3aboneBaHue JIIUTEIBHO HE JUArHOCTHPOBAIOCH. MaJlbuuK 3aHUMAJICS
npoQeCcCHOHANTBHBIM CIIOPTOM, B XOJIC COPEBHOBAHNSI OH BHE3AITHO MOTEPSUT CO3HAHUE, BOSHUK-
J1a KIIMHUYECKasi CMEePTh. TOIBKO CBOEBPEMEHHBIE PEAHNMAIIHOHHBIE MEPOIIPUATHS TO3BOIH-
JIM COXPaHUTD JKU3Hb NAlMEHTY. bblta nmpoBeneHa UMIUTaHTanus KapauoBeprepa-aeduopu-
nsitopa B KauectBe BropuuyHoi npoduinakruku BCC (1 xinace nokazanwuii). [loguepkuBaercs
Ba)XKHOCTh CBOCBPEMEHHOTO 00CIIEIOBaHUS ACUMITOMATHYHBIX CIOPTCMEHOB C TUIIEPTPOPH-
eil Mmuokapaa it quddeperiuanbHoi auarnoctukd Mexay [KMIT u pemonenupoBanuem
MHOKapna Ha (poHe WHTEHCHUBHBIX (U3HYECKUX HArpy30K («cepare atineTtay). [lokazana Baxk-
HOCTB PEIIEHHS BONIPOCaA O HEJOMYCTUMOCTH HHTEHCUBHBIX (PM3MUYECKUX HAIPY30K Aaxe IpU
acumnromarnyHoM TeueHnr ['KMII. YeraHoBiI€HO, 4UTO MHTEHCHUBHBIE CHOPTUBHBIE HATPY3KU
BBICTYMAIOT TPUITEPOM OCTAHOBKH cep/na y nanueHtos ¢ ' KMII. PerpocnexTuBHbIi pacuer
pucka BCC na ocnoBannn HCM risc-SDD calculator (kanskymnsitopa pucka BCC mpu 'KMIT)
nokasain 3,19 %, 4to cooTBEeTCTBOBaIO HU3KOMY pHUCKY. [loguepkuBaercsa BozmoxkHOCcTE BCC
y narenToB ¢ 'KMII naske mpu pacueTHOM HM3KOM PUCKE, 4TO TpeOyeT AaTbHEUIINX uccie-
JIOBaHHI IO TIOUCKY MPETUKTOPOB HEOIArONPHUATHOTO UCXO/A.
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ABSTRACT

HCMP is a severe heart disease characterized by high rates of sudden mortality, especially in
young people. Optimization of the tactics of treatment of children with HCMP in order to im-
prove the prognosis remains one of the urgent tasks of cardiology. A clinical case of a 15-year-
old boy with moderate myocardial hypertrophy and an asymptomatic course of HCMP is
presented, in connection with which the disease was not diagnosed for a long time. The boy
was engaged in professional sports, during the competition he suddenly lost consciousness,
clinical death occurred. Only timely resuscitation measures allowed to save the patient’s life.
Implantation of a cardioverter defibrillator was performed as a secondary prevention of SCD
(class 1 indications). The importance of timely examination of asymptomatic athletes with
myocardial hypertrophy for differential diagnosis between HCMP and myocardial remodeling
against the background of intense physical exertion (“athlete’s heart”) is emphasized. The im-
portance of solving the issue of the inadmissibility of intense physical exertion, even with an
asymptomatic course of HCMP, is shown. It should be remembered that it has been established
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that intense sports loads act as a trigger for cardiac arrest in patients with HCMP. Retrospective
calculation of SCD risk based on HCM risc-SDD calculator/The BCC risk calculator at GCMP
showed 3.19 %, which corresponded to a low risk. The possibility of SCD in patients with
HCMP is emphasized, even with an estimated low risk, which requires further research to find
predictors of an unfavorable outcome.

Key words: hypertrophic cardiomyopathy, implantation of a cardioverter defibrillator, sec-
ondary prevention of sudden cardiac death, sports remodeling, sudden cardiac death.
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Cnucok cokpamenuii: AJ[ — aprepuanapHOe
JnaBiieHue, BA nuccoumanuss — BEHTPUKYJIOATPU-
anpHas nucconuanus, BBOCY — Bpems BoccTaHOB-
neHust GyHKIUU cuHycoBoro y3ma, BCC — BHe3zar-
Has cepaeuHas cmeptb, BTIIXK — BeIxonHO# TpakT
nmeBoro skemynouka, ['KMII — runepTtpodudaeckas
kapauomuonarus, UKJ[ — umninantupyembiii kap-
nuoBeprep-aedudbpumistop, KBBOCY — koppuru-
pOBaHHOE BPEMsI BOCCTAHOBJIEHUS CHHYCOBOI'O y3Ja,
KIO — xoneuno-muactonuuecknii oobem, KCO —
KOHEYHO-CHCTOINYeCKHi 00beM, JIIT — sreBoe mpen-
cepaue, MKII —.MexokenyI0uKoBas MEPEropojaKa,
TB — touka Benkebaxa, TMXII — Tommuna Mex-
xenynoukoBoil neperoponku, T3CJIDK — Ttommuna
3aHEH CTEHKHU JIeBOTO kenymouka, @B — dpakmus
BbIOpoca, XMOKI' — XxontepoBckoe MOHUTOPHUPOBA-
Hue anekTpokapauorpammel, OKIW — snexTpokapau-
orpadusi, DOC — snekTpuueckas ocb cepauna, JPII
AB — sddexTuBHbIN pedpakTepHBIN IEPHOJ aATPHO-
BeHTpuKYyIsipHOro y3ma, DPII I1DK — sddexkTuBHBIN
pedpakTepHbIi IEpHO IPABOTo xenyaouka, JOU —
anekTpodusnoIoruueckoe uccienoBanue, IxoKIm —
aXoKapauorpadusi.

BBEAEHUE

l'uneprpoduueckas kapauomuonarus (I'KMIT) —
reHeTH4YeckH 00yCIIOBICHHOE 3a00JIeBaHIEe MUOKAP/Ia,
XapaKTepU3YIOIIeeCss MaCCHBHOU THTIEPTPOPHUEH MHO-
Kaplia, ¢ 94acTbIM Pa3BUTHEM IpajueHTa OOCTPYKIHUH
B BBIXOJIHOM TpPAKTE JIEBOTO JKEJIYAOYKa, peke Ipa-
BOI'O, HE CBSI3aHHOE C NOBBIILIEHUEM HArpy3KH JIaBJle-

HHEM TIPH BPOXKJCHHBIX MTOPOKAX CepAlla, apTepHaIb-
HOH u nerounoi runeprensui [1, 2]. Ha gomro 'KMII
npuxoautes 42 % ciaydaeB cpenu Apyrux (Gopm Kap-
nuoMuonatuii y gerei [3—5]. PacmpoctpaHeHHOCTH
I'KMII cpenu B3pocCibIX MO JIaHHBIM 3XOKapJauorpa-
(hmyeckoro ckpuHUHTa Koneonercs B mpenenax 0,02—
0,23 %, mpu 3TOM BO BCEX HCCICAOBAHUAX YCTAHOB-
JieHa 0oJiee BBICOKAs 4acTOTa 3a00JICBaAHUS CPE/IH JIHII
Mosiomoro Bo3pacta a0 25 met. 'KMII gamie BwIsSB-
JSETCS Y MYXKYUH 0 CPaBHEHHIO C >KEHIIMHamu [1,
2]. 'V peteil 3nMAEMHOJIOTHYECKHUE MOMYJSIIUOHHBIC
WCCIICJIOBaHUS C UCIOJIb30BAaHUEM dXOKapauorpadun
He nposoaminck. [Ipencrasiaennocts ' KMII, nuarno-
CTHPOBAHHON HAa OCHOBAHWH KIWHUYECKUX MPOSBIIC-
HU, B monyJsiuu aeteil cocrasmnset 2,9 va 100 000
[5]. ExxeroHas yacToTa HOBBIX CiIydaeB 3a00JIeBaHUS
koseonercs ot 3 1o S Ha 1 000 000 geTckoro Hacere-
Hus B rof [3, 5].

I'KMII otHOCHTCS K Hamboiee KOBapHOH (opme
KapJAOMHUOIIATUH, TaK KaK B TEUEHUE JIOJITOTO BpeMe-
HU MOXET MPOTEeKaTh OECCUMIITOMHO, YTO IMPUBOJIUT
K 3am03/JaJI0l TUAarHOCTUKE, W BHE3aIHas CepledHas
cmepTh (BCC) B psize cirydaeB CTAHOBHTCS €€ IIEPBBIM
U nocaeaHuM nposisienuem [1-4, 6]. Ilo ganubIM Hc-
CJIEZIOBaHUM, MPOBEIEHHBIX CPEIAH B3POCIBIX OOJTBHBIX
¢ I'KMII, gacrora cnyuaes BCC Bapwsupyer ot 1,8
1m0 18 %. Ilpu 3TOM moOKazaTenu CMEPTHOCTH Cpenu
MY>KUHWH TOpa3zo BeIIIe, ueM y keHrmuH [1]. Exeron-
HbIE MOKa3aTenu cMepTHocTu cpenu aetel ¢ IKMII
B ucciaenoBanusax 10-20 jgeTHeH MaBHOCTH JOCTHUTa-
mu 7 % [6], 9TO OBLJIO COMOCTaBUMO C TOKa3aTelsIMH
BCC cpenu B3pOCHBIX MAITUCHTOB C BBIPAXKCHHBIMU
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KJIMHUYECKUMHU TPOSBICHUSIMHU 3a0oneBaHus — 6 %
[1]. BmecTe ¢ Tem, coriacHO MOCIEAHUM HUCCIEI0Ba-
HUSIM, BHEJIPEHUE B KIIMHUYECKYIO TTPAKTUKY UMILIaH-
TalUU KapJIHOBEePTEPOB-1eHUOPHILIATOPOB C IEIBIO
TIepBUYHON W BTOpHuHON mpodumaktukn BCC mpu
I'KMII no3Bonuio cHU3NTH exerognyto yactory BCC
1o 1 % [7]. Yacrora BCC npu ['KMII Hauboee Bbico-
Ka Cpenu JeTel U JUIl MOJIoIoro Bo3pacta (1o 30 net)
10 CpPaBHEHMIO ¢ OOJIee CTapITUMHU HarueHTam [1, 2,
7]. Ilo naHHBIM KPYIIHOIO KOTOPTHOI'O MCCIEAOBAHUS,
BritounBiero 4 591 nmanuenta ¢ 'KMII B Bo3pacte
ot 20 10 70 snet, ObLJIO YCTAaHOBJICHO, UTO CMEPTHOCTh
y ManueHToB Moyiooro Bo3pacta ¢ 'KMII (20-29 nert)
OpLIa OoJiee ueM B 4 pasa BBIIIE B CPAaBHEHUH ¢ 0OMIEH
nonyisinuen [8].

[Tpu acumntomuom teueHun ['KMII 3aboneBanue
JUTUTENIBHOE BPEMs MOYKET OCTaThCs HEUArHOCTHUPO-
BaHHBIM. [IpH ATOM HEpenKo MOIPOCTKH 3aHUMAIOTCA
CIIOPTOM, JOCTHUTAsi BRICOKMX PE3YJbTATOB, HEY/INBH-
tenbHO, uTo ['KMII sBnsieTcs camoii yacToi nmpudu-
noit BCC cpenu mononpix coptcMeHos [9]. Ilo man-
HBIM KpYNHOTO MeTaaHanu3a 34 WCCIIeI0BaHUM,
rocBsmeHHBIX TTpobieme BCC, B KOTOpoM TIPOBEICH
aHaimu3 5 060 HaONrONEHUH JINII, BHE3AITHO YMEPIIHUX
B Bo3pacTe Mostoxke 35 net (u3 Hux 2 890 cnopTcMeHOoB
u 2 170 He CIOPTCMEHOB), OBIJIO MPOAEMOHCTPUPOBA-
HO, uTo 3a nocieanue 10 et 'KMII crana maunGoiee
pacnpoctpaneHHol npuunHoit BCC y Mononbix crop-
TcMmeHoB [10].

YuuThIBas BBICOKUI PUCK PA3BUTUS aPUTMOI€HHOMN
BCC npu 'KMII, ocHoBHO# cTpaTerueil mpoduiak-
THKW JIETATBHOCTH SBIISETCS WMILIAHTAIUA Kapau-
oseprepa-gepuodpmaropa (UKJ). [Ipodumakruka
BCC c nomomsto ummnantauuu UKJI nogpasnenser-
Csl Ha IEPBUYHYIO B TpyNmax BeIcokoro prucka nmo BCC
Y BTOPUYHYIO Yy TAI[MEHTOB, MEPEHECIINX OCTAaHOBKY
cepaua [1, 2, 7]. Cornacno EBponeiickum pexomeH1a-
UM 1o auarsoctuke u gedenuro I'KMII, abcomrot-
HBIM Toka3zanueM Juisi uMiuiantanuu MKJ sensercs
HaJIM4¥E MPEIOTBPAIICHHON (abopTHpOBaHHON) cep-
JIEYHON CMEpPTH WJIM CIIOHTAHHOW MOCTOSIHHOM JKemy-
JIOYKOBOM TaxuKapAuu, Kiacc pekomenmauuit I [1].
Ecnu y manuenTa crparuduuupoBaH CPEIHUN PUCK
BosHukHOBeHUsI BCC (1Ba u Oosiee (pakTOpOB prcka),
to uMmniantauuss MKJ[ mokaszaHa, nmpu 3TOM Kiacc
pexomennaruii 11 A. Ilpu Hamuuum ogHOTO (haKTOpa
pucka BCC y 6onbnoro ¢ 'KMII nokazanust Kk um-
rmanTanuu UK ][ MomKHBI TIHATEIBHO B3BEIINBATHCS,
YYUTBIBas PUCK M TOJIB3Y OT BMemIarenscTBa. Kmace
pexomennanuii 11 B [1]. Crparudukanus prucka mpo-
BOJIMTCS HAa OCHOBAaHWH OLIEHKH HAJWYUS Y MAIlUeHTa
OCHOBHBIX H JIOTIOJTHUTENIBHBIX (PakTOpoB pucka. K oc-
HOBHBIM (rN1aBHBIM) (hakTopam pucka BCC oTHOCSTCS:
1) mpepBaHHBIN 3MU30]] OCTAHOBKH cepira ((puodpi-

JSAUUS KETYJOUYKOB) HW/WIHM TMOCTOSHHAs MOHOMOP-
¢bHast xenmymoukoBas Taxukapaus; 2) cimydan BCC
ot 'KMII B cemeiiHOM aHaMHe3€e; 3) CHHKOIIC HEYyCTa-
HOBIICHHOW TPUYHHBL;, 4) SKCTpeMallbHasi TUIIEPTPO-
¢Gus CTEHOK JIEBOTO JKENYA0YKa (TONIIMHA CTEHKH >
30 MM); 5) HETTOCTOSHHAS JKETYI0OYKOBask TaXUKapAHS
Mo JaHHbBIM 24-gacoBoro cyrounoro ODKI' MoHHTO-
pupoBaHus; 6) HeaJeKBAaTHBIM OTBET apTePUAILHOTO
nmaBieHus: (AJl) Ha Qusnueckyro Harpysky (CHHKe-
Hue AJl). BeposaTHsiMu pakTOpaMu prcka sIBISIOTCS:
GuOpHIIIIUS TIpeACcepauii, UIIeMUsT MUOKapaa, 00-
CTPYKIIUS BBIBOJAHOTO TPaKTa JIEBOTO JKETy/I0YKa, HH-
TEHCUBHAs (pM3MUECKasi Harpy3Ka, TCHEeTHUECKHE MY-
TaIlMU BHICOKOT'O PUCKA, MOJIOAOHM BO3PACT MAallEHTOB,
yBenudeHnue jesoro npeacepaus [1]. K rpynne Husko-
ro pucka 1o BCC oTHOCSTCS MallUeHTHI, HE NMCIOIIIHE
¢dakTopoB pucka. B pykoBomcTBE TO JMAarHOCTHKE
u neyennto 'KMII EBpomeiickoro olmecTBa Kapau-
0JIOTOB TIPEJCTaBJIeHA CHelHalbHasi MaTeMaTuyecKkas
MOJIeJNIb [T KOJMYECTBEHHOH OLIEHKHM PUCKa BHE3aIl-
HOM cepmedHoi cMeptH. [Ipn 3TOM KiaccubunmpyeTcst
Hu3kui (Mernee 4 %), cpennnii (ot 4 10 6 %) M BBICO-
kuil puck (6onee 6 %) pazsutus BCC. [Ipu BricokoM
pucke BCC ummnantamus MKl oGs3arensHa, mpu
cpellHeM — BO3MOXKHA, TIPU HU3KOM — HE TOKa3aHa
[1]. CyecTBeHHBIM OrpaHUYEHUEM SBISETCS BO3-
MOXXHOCTb €€ HCIIOJIb30BaHUS TOJIBKO ISl MAllMEHTOB
crapiue 16 ner. Bmecte ¢ Tem, gaxke mpu OTCyTCTBUU
Oosbiux (GakTopoB pucka y nanueHToB ¢ ['KMII mo-
*eT Bo3HUKHYTh BCC. Tak, mo manasiM Maron B. [7],
y 20 % 6onpubix ¢ 'KMII 1 BCC He 0b110 007BIINX
(akTOpOB pHCKa, COOTBETCTBEHHO, MPEABAPUTEIHLHO
CTPaTUPHUITPOBAIICS HU3KUH PUCK.

[Ipomomkaercs AMCKYCCUs O BO3MOXHOCTH Tiepe-
HOca 3TUX pekoMeHjauuit Ha nererd ¢ ['KMII [3, 7].
Jlo HemaBHEro BpeMEHHM ISl OLEHKU MPOrHo3a y Je-
TEH HCIONB30BAIUCH XOPOILIO ONUCAHHBIE (DAaKTOPHI
pucka BCC B3pocnbix nanueHToB. OgHaKko B MOCIEN-
Hee JeCATHIIETHE TIPHUIIIN K BBIBOAY, YTO HEOOXOMH-
Ma TpaHchopMaIus UCIOIb3yeMbIX (haKTOPOB pUCKa
B TIEMATPUUECKON MOMYIISIUH JJIsl OLEHKH S-JIETHETO
pucka BCC. U, nakoser, B 2019 rony Oblia pa3padbora-
Ha Mozenp nporHo3upoBanug pucka BCC nmpu ['KMII
y nereii (HCM Risk-Kids) Ha ocHOBaHMUM maHHBIX |
024 mauunenToB o 16 net ¢ 'KMIIL. B kauectse mpe-
JUKTOPOB paccMaTpHUBaJIMCh BO3PACT HA MOMEHT IIO-
CTAHOBKHM JMAarHo3a, JOKYMEHTHpPOBaHHas HEYCTOM-
YUBast JKEITYJOIKOBAs TaXUKapAHs, CHHKOIIE HESICHOU
stuonoruu, ronmuaa MXKII (Z-daxrop), koHeUHO-1H-
ACTOJIMYECKUN pa3Mep 3aJHEil CTEHKH JIEBOTO JKEIy-
nouka (Z-dakrop), pazmep JIII (Z-pakTop), TUKOBBIH
TPaJMeHT JABJICHUS BBIXOTHOTO TPAKTa JIEBOTO KEIy-
Jlouka. Y Jeteil, B OTIIMYUE OT B3POCIHbIX, CEMEHHBIN
anamue3 BCC u HeanexBatHas peaknus AJl Ha pusu-
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YeCKyI0 HArpy3Ky He OKa3bIBAJIM 3HAYUMOTO BIHSHUS
Ha miporHo3 [11]. Banunamnus naHHOW Monenu ObLia
MpOBEJeHa B MEKJYHAPOJIHOM MHOTOLIEHTPOBOM KO-
roptaoM wuccienoBanuu B 2020 romy (PRIMaCY)
(6w1TO BRITFOUEHO 572 manuenTta 1o 18 met). B oTimune
OT B3POCJIBIX I'PAIMEHT BHIXOHOTO TPAKTa JIEBOTO JKe-
JylouKa UMeJ oTpuuarensHyto koppensuuio ¢ BCC,
cemeifublii anamue3 1o BCC He umen KIMHUYEeCKOTO
3HaUEHUs U He ObLT OTHEeCeH K ¢akTopaMm pucka BCC.
[IpenckazaTenbHas IEHHOCTh JaHHOW Mojenn Oblia
BBICOKA, cocTaBuB 76 % [12, 13].

[puynasl [KMII reteporeHHsl, ocoOEHHO B JET-
ckoM Bo3zpacte. B 50 % cmydaeB 3a0oneBanue acco-
IUUPOBAHO C MyTarusaMu B renax MYBPC3, MYH7,
TNNT2, TNNI3, TPMI, ACTCI, MYL2 u MYL3, xo-
JUPYIOIINX CapKoMepHble Oenku Muokapaa. Hawmbo-
nee yacto ['KMII Bo3HMKaeT nmpu MyTanusax B TeHax
MYBPC3 u MYH?7, xogupyiommx MHO3HH-CBI3bIBa-
toruit 6enok C ¥ TSIKETYIO 1eTb J-MHUO3HHA COOTBET-
ctBeHHO [1, 14-19]. B 10 % cayuaes 'KMII y nereit
3a0oJieBaHNe pa3BUBaeTCA Ha (OHE METAOOIMUYECKUX
HapylICHUH, BO3HUKAIOUIMX B PE3yJbTaTe MYyTalUid
Te€HOB OEITKOB HECAPKOMEPHOT'O KOMILIEKCa, CIEACTBH-
€M Yero SIBJISETCS OTIOXKEHHE IMPOyKTOB META00TN3-
Ma B IIUTOIJIa3M€ MJIM JIM30COMax KapJAMOMHOLMTOB.
K takum 3aboieBaHUsSIM OTHOCATCS Oosie3Hb JlaHo-
Ha, [Tomnie, Kopu, ®abpu, ammnonmgo3 [1, 14-16, 19].
B nerckom Bo3pacTe ropaszmo yamie MO CpaBHEHHUIO
co B3pocasiMu BeTpedaercs IKMII (mo 7 %), acco-
LUUPOBAaHHAS C CHHIPOMAaJIbHBIMH (popMaMu, B OCHO-
BE KOTOPBIX JIE)KAT MYTAIlMU B T€HaX, KOAMPYIOIINX
Ocnkm Pac-MUTOreH aKTHBHPOBAHHOW IPOTEHHKHU-
Ha3bl (Ras/mitogen activated protein kinase, MAPK)
[14-16].

YcranosneHo, uro nanuenTsl ¢ ['KMII u capxko-
MEpHBIMH MyTanusMu 011 6omee moasepxerst BCC.
YOenuTenbHO MPOAEMOHCTPUPOBAHO, YTO TE€HETHUYE-
ckue (PaKTOPBI BIMSIOT HA YaCTOTY HapyLIEHUH pUTMa
n nposenenus npu 'KMIIL. Tak, mo naHHBIM Kpym-
HOr0 MeTaaHalin3a, BKJIIOUaromero 7 675 mauueHTOB
¢ 'KMII, napyieHue npoBOJsIIEd CUCTEMbI cepala,
4acTOTa BO3HMKHOBEHHS IKEITYJOYKOBBIX apUTMUU
Obl1a BBILIE y MAIIMEHTOB ¢ MyTauusMu B rene MYH7
o cpasHeruio ¢ MYBPC3 [20].

MBI XOTUM TIPEACTaBUTH KIWHUYECKOe Habmroze-
HH€ IOHOIM 15 JeT ¢ aCMMIOTOMAaTHYHBIM TE€YEHHEM
I'KMII, B cBsI31 ¢ ueM 3a00Ji€eBaHUE AJIUTEIBHO HE THU-
arHOCTHPOBAJIOCh. MalbuuK 3aHUMAJICS TTpodeccro-
HaJIbHBIM CIIOPTOM, B X0JI€ COPEBHOBAHHS OH BHE3AITHO
MOTePsST CO3HAHHWE, BO3HUKJIA KIWHUYECKAs CMEPTh.
TosbkO CBOEBpEeMEHHBIE PEaHHMMAITMOHHBIE MEPOIPH-
SITUS TIO3BOJIMJIM COXPAHUThH KU3Hb MallMEeHTy. bblna
MPOBEJICHA UMIUIAHTAIUS KapAHoBepTepa-nehudpu-
JATOpa B KadecTBe BTOPHYHOM npodrmaktuku BCC.
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OMMNCAHUE CNTYYAA

CemeitHbrii anamHe3 oTsaromeH — y otma ['KMII
¢ OnmarompusTHBIM TEUSHHEM, TEpalii HE MOoJydYa-
eT. B mponuiom 3aHuMAalCs CIOPTOM, UMEET TMEPBBIN
B3pOCJIbIN pa3psi.

Anamnes 3abonesanus

Pebenox ¢ 6 nem nauan 3anumaemcs cnopmom —
sosetibonoM. Bnepsvie ocmompen kapouonoeom, u 6bvi-
noanena IOxoKI 6 eospacme 7 nem — 6o3pacmmuas
Hopma. B oOanvneiiwem pezynsapno npoxooun meou-
YUHCKUe ocMompbl O 0ONYCKA K 3AHAMUAM CHOD-
mom. Bnepevie eunepmpogusa muokapoa 6wiseneHa
6 gozpacme 10 nem, MOIWUHA MEICIHCELYOOUKOBOU
nepezopooxu (TMZKII) cocmasuna 12 mm (3,1z score).
Jlanvretiwee 0006ciedosanue He HAZHAYAL0Ch. B x00e
OuHamuuecko20 Habiodenus, 6 eospacme 12 rem moi-
wuna MIKII 6 npedenax Hopmbl, 8bICMABIEH OUACHO3
«CNOPMUBHOE PeMOOenuUposanuey, pebeHox 0onyuen
K 3aHAMUAM CHOPMOM 8 npedichem odwveme. llayuenm
HA HeCKONbKO e GblNail U3 NOJA 3PeHUs Cneyudiu-
cmog u He npoxooun oocredosanue. Jlemom 2021 200a
(6ospacm 15 nem) y maivyuxa 6nepevie NoAGUIUCH HCd-
100bL Ha ycmanocmy, c1abocmy, counusocms. 1o pe-
synemamam OxoKID ewisenena eunepmpopus muo-
kapoa TMOKIT — 16,5 mm, monwuna 3a0nel cmenku
negoeo smcenyoourka (13CIDK) — 11,8 mm (2,81z score),
PEKOMEHO08aHO 00caedosane 6 Cneyuaru3uposa-
HOM YeHmpe, 00HAKO PeKOMEeHOAyUll N0 02PaHUYEHUIO
uaU 0meooy om 3AHAMUL CHOPMOM He nonyueHo. Pexo-
MEHO0BAHO NpoedeHUe MACHUMHO-PE30HAHCHOL MOo-
moepaguu (MPT). C cenmsabps mecaya pebeHoK Hauan
AKMUBHO MPEHUPOBATNBCSL.

26 ceHtsa0ps 2021 roma BO BpeMs TPEHHUPOBKH
Ha (oHE APMOIMOHAIBHOTO CTpecca PeOCHOK BHE3all-
HO ymai (U3 TOJIOKEHUS CTos), 3aUKCUpOBaHa OCTa-
HOBKa CepJila, TPEHEP BBI3BAI CKOPYIO MEIHIIMHCKYIO
momoms (CMII) w He3aMemIUTeIhHO WPHUCTYIIHII
K CepAeyHO-JIeroyHoil peanumanuu. bpuraga CMII
npuexaia 4yepe3 5 MUHYT, 3aMKCHpOBaia OCTaHOB-
Ky cepaua, npu 3anucu K[ ormeuena GuOpusus
npencepauii. Ilpoussenena aeGuOPHUISIAS C TIOMO-
IIBI0 KapauoBepTepa-nepuOpmuisTopa, pUTM BOCCTa-
HoBwIcs. PeOeHoKk mHTYyOupoBaH, nepeseneH Ha MBJI,
TOCIUTANIN3UPOBAH B OTAeieHHe peaHumanuu ['bY3
r. MockBrel «II'Kb Cesaroro Bmamumupa [I3M»y. Ilo-
ClIe BOCCTAHOBJICHUS CO3HAHUSI BBISABJIEHBI CIIyXO-
BbI€ U 3puUTeibHble raunonuHanuy. [lo nanueiv KT
ot 27.09.2021: cunycosrii put™ ¢ YCC 79-83 yn/MuH,
HeroJHast OJIoKaJa MpaBoil HOXKKY mmydka ['uca, oTKIIo-
Herare DOC BIpaBo, MPU3HAKK MOBBIIICHUS AIIEKTPH-
YECKOM aKTMBHOCTH JIEBOTO NPEJCEPANS, BbIPA)KEHHbIC
HecneuupuuecKue HapyLIeHHsl IPOLECCOB PENOspH-
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3allMy B MUOKapae kenynoukoB. [To manueim OxoKI':
KOHEYHO-/IMACTOJIMYECKUI pa3Mep JIEBOTO JKENTyAouKa
(KAP JIK) — 62 MM; KOHEUHO-CUCTOIMYECKUHN pazMep
neBoro xenynouka (KCP JIDK) — 28 mm; koHeuHO-/1Ma-
CTONMMYECKUN 00BeM JieBoro xemymouka (KJ10) — 194
MJI; KOHEYHO-CHCTOJIMYECKHIA 00bEM JIEBOTO JKEITY09-
ka (KCO) — 31 mu, ppakuus Beiopoca (PB) — 83 %,
TMXKIT — 15 mMm; T3CJDK — 11 MM; mpu3HaKu dKC-
LEHTPUYHON TUTepTpour MHOKapaa JIEBOTO Kely-
nouka. XMOKTI ot 29.09.2021: peructpupoBaics cH-
HycoBblil put™ ¢ YCC 79 yn/mMuH, 31IM30/b1 MUTPALIIH
Bogutens purMma, opanuapurmusi. YUCC: cpeqnsist — 85
yIA/MUH, MUHHMajibHasi — 56 yji/MUH, MaKCUMajlb-
Has — 148 yn/mun. Hapytrenne mpoBOAMMOCTH HE 3a-
peructpupoBano. [l Ha3HAYCHUS Teparnuu 1 npou-
naktuku BCC nepeBeneH B oTAeNieHHE KapIHOJIOTHH
HUKU neguarpun um. 0. E. Benprumena.

[IpoBeneno o6cnenoanue. IKI': 3apeructpupona-
Ha Opanukapaus, OJlokaja mpaBol HOXKKH Imydka [ 'uca.
XMOKI': peructpupoBalicsi CHHYCOBBIM PUTM C Cpefl-
Heit YCC — 79 ya/mMuH, 31U30/1bI MUT DALMY BOIUTEIIS
purma (MuauMaibaas YCC — 56 yi/MuH, MaKCHMallb-
Hast — UYCC 148 ya/muH). Hapymenne mpoBoIuMOCTH
HE 3aperucTprupoBaHO. BBISBICHBI 2 KeNyI0YKOBBIC
[apacUCTOJIbIL.

OxoKTI: KAO — 194 mu; KCO 31 mu, ®B — 83 %,
TMXIT — 15 mm; T3CJIDK — 11 MM; MakcuMallb-
Has TOJIIMHA Ha yPOBHE 0aszallbHBIX W CPEIHHX TIe-
peIHe-TIeperopoJOYHBIX CETMEHTOB 10 25 MM (3,77)
W Hajgu4ue OOCTPYKIHMH B BBIXOJHOM TPaKTE JIEBOTO
XKemymouka 10 36,6 MM PT. CT. (32 CUeT mapaaoKCalib-
HOTO TIEPETHETO NBIIKEHUSA TepeaHed CTBOPKH MH-
TpanpHOTO KianmaHa/SAM cunapom). Pasmep neBoro
npexacepaust B M pexxnme 32 MM — HE pacIIUpeHo.
MuTtpanbHag HenocTartouyHocTh I. TpukycnuaanbHas
HEJIOCTaTOYHOCTh [. BeIpaxeHHass HEOTHOPOIHOCTH
AXOCTPYKTYPBI MHOKapAa OOOHMX JKETyJO0YKOB C Ha-
JIMYUEM 30H yCHIIeHUs1 curHaina (Gpubpos) mpenmyie-
CTBEHHO Ha YPOBHE CENTaJbHBIX CETMEHTOB.

B GroxnMu4eckoM aHaIi3e KPOBU OTMEUCHO TTOBBI-
IIIEHUEe yPOBHEH MapKepOB KIETOYHOTO TIOBPEXK ICHUS:
Hecnenuduuecknii — KpeaTuHkuHa3a 10 259 En/n (N
5-171 En/n), xapauocnenuduueckuii — KpearuHdoc-
¢oxunaza-MB no 7,8 ur/mi (N 0,7-46 ur/mom). O0uuit
KJIMHUYECKUI aHalln3 KPOBH, OMOXMMHUYECKHUH aHATU3
KPOBH, HCCJIEJOBaHHE KHCIOTHO-OCHOBHOTO COCTOS-
HUsI, KOaryJjorpamMmma, HCCJIEJOBaHHE yPOBHEH THpe-
OUJHBIX TOPMOHOB U KapAHUOMAapKEPOB, KIMHUYCCKUI
aHaJU3 MOYH B MpesiesiaX HOPMBIL.

WNuBazuBaoe DOU: gepe3 amekTpoas: BBOCY —
1 120 mc, KBB®CY — 250 mc, TB — 130 nmn/mMuH,
OPIT AB — 330 mc, petporpagno — BA nuccounanms,
OPIT 1K — 250 mc. Ilpu npoBeaeHUN CTUMYIISIIUU
npencepanii MHAYIUPOBaHa ycTounBas (GUOPHILIS-

LM IPEACEPANN, C YaCTOTOM aKTUBALIMU KENTYI0UKOB
75—135 B MUHYTY.

Wmnnantanus  KapaaoBepTepa-aehuOpuiIsaTopa.
[IpuHMMas BO BHUMaHHUE 31MU30/] OCTAHOBKH KPOBOO-
Opamenns y manuenta ¢ ['KMII, ¢ nenbio BropuyHOU
npoUIIaKTHKN BHE3AIMHOW CEpACYHON CMEpTH, acco-
[IMAPOBAHHON C HapyIIEHWEM pUTMa cepiia, IpoBe-
JIeHa UMIIJIAaHTAIUs KapauoBepTepa-aepuoprmiaTopa
(I kmacc mokazanuil). VIMIIaHTHPOBaHHOE YCTPOU-
ctBo: Medtronic Evera MRI SureScan DDMB2D4
(PGZ643874S). K]l 3amporpaMMupOBaH B pPEeKUME
DDD ¢ 6a3oBoii gactoroit 30 uMII/MUH. ATPHOBCH-
TpukyispHas 3agepxka 300 mc. IIpupoct YCC B oT-
BET Ha Harpy3Ky 3a CUET YCKOPEHHsI COOCTBEHHOTO
putMa joctarounbii (0 164 yu/mun). Cpenuss YCC
nHeM 83 yn/muH (Hopma — 82), HOUbIO — 63 ya/MUH
(Hopma — 62).

[lanueHnTy nns CHMKEHHS TpajueHTa BBIBOAHOTO
TpakTa JI)K HazHaueH cenekTUBHBIN OeTa-aapeHob:io-
katop merorpoioin (1 Mr/kr).

[Ipu HAOMFOMEHNH B TUHAMHUKE KaJI00 HE TIPEIbSIB-
15, cpabareiBannii KB/ He oTMedeHo.

[lo mannapM Ox0KI" — acummerpuuHas 00CTpyK-
THUBHAsl runieprpoduyeckas KapauOMUONATHS C Mak-
CUMaJBHON TONIIMHOW MHOKapaa ao 23 mm (3,317)
Ha ypoBHE 0a3allbHBIX U CPEAHUX MepeIHe-TIeperopo-
JIOYHBIX CETMEHTOB W HanuuueM ooctpykiuu BTITK
mo 10 mm pt. cT., BTJDK 32 cuer SAM cunapoma
10 29,7 MM PT. CT., HEOJHOPOIHOCTD IXOCTPYKTYPHI
MHOKap/a 000UX KeITYA0YKOB C HAIMYNEM 30H yCHIIe-
HUA curHaja (puOpo3), MPerMyIIeCTBEHHO Ha YPOBHE
CEeNTaJbHBIX CETMEHTOB.

Ha OKI" B mokoe 3apeructpupoBana yMepeHHasi CH-
nycosas 6pagunaputmus ¢ YCC 57-64 yn/mMuH, 0TKII0-
menue DOC Brupaso (yron anbda +109 rpan.), bmokaga
MpaBOM HOXKKH Myuka ['nca, BeIpakeHHOE HapyIIeHUE
MIPOLIECCOB PEMONISIpU3alMi B BHJIE OTPHIATENIBHO-
ro 3yoma T B orBenenusx I, aVF, crmaxennoro 3.T
B aVR. Cros u mociie ¢pu3ndeckoit Harpy3Ku: CHHYCO-
Bast Taxukapaus ¢ UCC 105-107 u 120-122 ya/mun
COOTBETCTBEHHO, YXYAILIEHHE IPOLIECCOB PENOJIApU3a-
uu B BUAE oTpunarensHoro 3yoma T B 11, aVF, aVR.

ITo mamaepiMm XMOKI: y mamuweHTa yCTaHOBJICH
UK B pexume DDD c 6a3zoBoit UHCC 30 yn/mwuH,
AV3zanepxxkor 300 mc, AV-sensed — 270 mc. B Tte-
YeHHE MCCIIeIOBaHUsl PErucTprupoBasics CHHYCOBBIN
put™, YCC (nn.) — 81 yn/mun (Hopma 82-94), UCC
(HO4UH.) — 56 yn/muH (HOpMa 65-76), UCC (cp. cyT.) —
77 yn/muH (HOpMma 74—86). IlomHas Grmokama mpaBoi
HOXKHM Iyuka [mca. YmepeHHass Opaaukapaus BO
BpeMsl CHa, IEPUOJbl MUTPALIMH BOAUTEINSI pUTMa UITN
3aMeMIaloIeTo MPEeICePIHOT0 PUTMA NPHU CHUKECHHUH
YCC. B HOYHOE BpeMs 3aperucTpupoOBaHbl €IUHUY-
HbIe OJUHOYHBIC KOMIUIEKCHI JKEITYIOUYKOBOH CTHUMY-
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nanun. EnuHIYHBIE MpexIeBpeMeHHbIE KOMILIEKCH
MPEeACEPAHON CTUMYIISIIIMM M STTU30]] PUTMAa ITpecep-
Hoit crumyssinuu ¢ YCC 50 yn/mun B 3:16. Eqununy-
HbIE KOMIUICKCHI IPEJICEPAHON CTUMYIISIIIUH ¢ 0a30BOit
UCC. Ilepuoasl put™Ma P-cHHXpOHU3MPOBAHHON CTH-
MYJISIIIUN, CIUBHBIE KOMILIEKCHI. [IpencTaBieHHOCTh
putma, HaBsizanHoro oT MK/, B emom 3a cyTku MeHee
1 %. IlpeumyiiecTBEHHO JHEM, Ha ()OHE CHHYCOBOH
TaxXWKapAUN 3aperuCTPUPOBAHBI OJMHOYHBIE (BCETO
15) u 1 maprast monuMop(dHBIE KETyT0UKOBBIE IKCTpa-
CHCTOJBL. ENMHIYHbBIC OJMHOYHBIE HAIKENyI0UKOBbIE
akcTpacuctonsl. Ilayssl putma 10 1 952 mc. UnTtep-
Bas1 QT Ha munumansHoi YCC 44 yn/mun — 440 mc,
QTc — 377 mc. MuaTepBan QT na makcumansHOU YCC
144 yn/mua — 276 Mmc, QTc — 428 mc. MaTepBan QT
MakcuMalnbHbiii — 481 mc (Hopma < 480 mc). MaTep-
Bas QTc cpenunii — 433 mc (Hopma < 450 mc). Makcu-
MallbHas maysa putMa 10 1 952 mc.

[lo pesympraram TpemMHI-TECTa TOJIEPAHTHOCTH
K ¢usnueckoil Harpyske — B Hopme (10.20 METS),
HapylIeHUH pUTMa U MPOBOJUMOCTH HE 3aperucTpu-

pOBaHo.
[IpoBeneno IeHETHYECKOe uccien0Ba-
HUEe s OOHAapyXEHHsS IMPHUYMHHOIO  (akKTo-

pa I'KMII — BeisBnena myranus B rene MYH7
(14:2.23415651C>T ENST00000355349.4: ¢.5135G>A
ENSP00000347507.3: p.Argl712Gln). B reteposurot-
HOM COCTOSIHUU.

[Iponomxena tepanust Metonponosnom B no3e 0,81
MI/KT/CYT, C aHTHNPOIU(EPATHBHOM ILIEJIbI0 Hayat
MPHEM CITUPOHOIAKTOHA B 103¢ 0,5 MI/KI/CyT.

OBCYXAEHUE

'KMII — Tsixenoe 3a00iieBaHUi cepyiia, XapaKkTe-
pusytomieecs BRICOKUMH TMOKAa3aTeIsIMH CMEPTHOCTH,
0COOEHHO y JuI Mojoxoro Bo3pacta. OnrTuMuzanus
TAaKTHKH JICUYCHHsI AeTeH, cTpaTu(UKalus pucka BHe-
3amHOM cepaeyHol cmeptu y mnainueHTtoB ¢ ['KMII
OCTaeTCsl OIHOM M3 aKTyaJIbHBIX 3a/1a4 KapAUOJIOTHH.
Ha ocHOBaHMM NpeICTaBIEHHOI'O HAMU KJIMHUYECKO-
ro ciydas XOTeJIOCh OTMETUTh BaKHOCTh paHHEH Iu-
arHoctuku ['KMII, nuddepenunanum cnopTUBHOTO
pPEMOJIEIUPOBAHUSI U MIEPBUYHOIO 3a00JI€BaHUS MHO-
Kap/a, 0COOEHHO y MaIMeHTOB, TPO(pecCHOHATIBHO 3a-
HUMAIOIIUXCS CIIOPTOM.

I'mneprpodus muokapaa mo paHHeIM OXoKI-00-
CJIEIOBaHMS BBISABISAETCS JOCTATOYHO YacTO Cpenu
JIUI] IE€TCKOTO M MOJAPOCTKOBOTO BO3pacTa, 3aHNMAalo-
muxcs croptoM. Tak, mo manHeIM Fox [21], cpenn 2
332 MmonpOCTKOB, 3aHUMAIOLIUXCS CHOPTOM, THIIEP-
Tpodus muokapaa Obuta BeisiBieHa y 137 (5,8 %),
npuyeM runeprpodudeckas KapJuoMuonatus Oblia
MOATBEPIK/ICHA JUIIH y 7 MAlMEHTOB U3 3TOTO YHCJA.
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BayxHOCTh CBOEBPEMEHHOTO 00CIIEJOBAHUSI ACHMIITO-
MATHYHBIX CIHOPTCMEHOB /I BEpHUPHUKAIMH Yy HUX
uctunHo ['KMII u perienust Borpoca 0 HEJAOMYCTH-
MOCTH MHTEHCUBHBIX (PM3MUYECKUX HAIPY30K MOTUEp-
KUBAaeT yCTAHOBJIEHHUE TOI'0, YTO MHTEHCHUBHBIE CIIOP-
THUBHBIE Harpy3KH BBICTYIIAIOT TPUTTEPOM OCTAHOBKHU
cepama y naruentoB ¢ ' KMII [12]. beio ycranosme-
HO, uTo BCC Bo3HMKana B 32—44 % — npu ymepeH-
HBIX 1 22-32 % — npH TSDKENbIX GPU3NYECKUX HATrpy3-
kax [53]. B cBsi3u ¢ 3TUM psil aBTOPOB PEKOMEHAYIOT
YYUTBIBATh JAHHBIN MTOKa3aTelb KaK BEPOSITHBINA (ak-
top pucka BCC [22].

Bepraemcst kK IpOAEMOHCTPUPOBAHHOMY CIIy4aro
passutus BCC Ha QoHE )KHU3HEYTPOKAIOLIETO aPUTMO-
TeHHOTO COOBITHS Y MOJPOCTKA C ACHMITTOMHBIM Teue-
nuem ['KMIIL. PetpocnektuBubiii pacuet pucka BCC
Ha ocHoBaHnH HCM-riskSDD calculator (kaiapKymsiTo-
pa pucka BCC npu I'KMII) nokazan 3,19 %, uro co-
OTBETCTBOBAJIO HU3KOMY pHCKY. Bo3mokHO, Hebnaro-
MpUSATHOE TeueHue 3a00IeBaHus y TaHHOTO MaIleHTa
MOXET OBbITh 00YCJIOBJIEHO HAaJHMYHEM «3JI0KaYeCTBEH-
HOI» MyTanuu B rene MYH7. Tak, no NaHHBIM METa-
aHajan3a, BKIouuBiiero 7 675 mamuentoB ¢ I'KMII,
HaJIMuve MyTauuii B reHe MYH7 accouMupoBanoch
¢ 6osee paHHUM J1e0FOTOM, BBICOKOM YaCcTOTON pa3BH-
THS KETYJOUKOBOH TaXUKAPAUU U OOCTPYKLIUHU BBIBO-
nHoro tpakta JIK [20]. IIpu cpaBHeHun TedeHus 3a-
OoyieBaHUs Yy TAIIMEHTOB C MyTalUsiMu B reHax M YH7
n MYBPC3 Ha ocHOoBaHMHM HaHHBIX 4 591 marmenra
¢ 'KMII u3 peectpa capkoMepHON KapJAHMOMHOINATHH
yenoBeka (SHaRe), ecTb ykazanus Ha Oojiee BRICOKUIN
puck paszsutust OI1 u nporpeccupyromeit CH, TpeOy-
Ioled TpaHCIJIAaHTAlMU CepAlla MJIM MeXaHHYeCKOU
TIONIICPYKKH Cepata y Hocutene mytamuu MYH7 [19].

Jo pa3BuUTUA YyCHEIIHO MNPEAOTBPAILICHHON KJIU-
HUYECKOM CMEpTH y MauueHTa He ObUIO HU OJHOrO
(akTopa pucka, 4yTo MpH cTpaTuUKaLUU ObLIO ObI
paciieHeHo Kak HU3KHi puck pa3sutus BCC, B cooT-
BETCTBUU C TUM UMIUIAHTALUs KapauoBepTepa-aedu-
OpmiisiTopa Oblila He mMokasaHa. BmecTe ¢ TeM, naxe
HU3KUN PUCK HE UCKIIOYAET BO3MOXHOCTH Pa3BUTHUS
BCC y martuentoB ¢ I'KMII [7]. DTo ere pa3 AUKTyeT
HEOOXOIMMOCTh TIOUCKA JIONOJHHUTEIBHBIX (HAaKTOPOB
pucka BCC wu coBeplieHCTBOBAHMS IE€PCOHAIU3H-
poBanHoro moxxona k npodunaktuke BCC y nereit
¢ 'KMIL.

[lo maHHBIM, OlCHHBAIOIIUM 3P(EKTHBHOCTh HM-
TJIAHTAITUN KapauoBepTepa- nepuOpuiisaTopa B Kade-
crBe BropnuHOi npodunaktuku BCC, ycTaHOBIEHO,
4T0 OHa Oosee 3¢ ekTHBHA y JIMIl MOJIOJIOTO BO3pacTa
¢ '’KMII. YacToTra MOTHBHPOBAaHHBIX CpadaThIBAaHHUH
KB/] Gonee BbICOKa NpU BTOPHUYHOW MPOQUIAKTHKE
BCC mo cpaBHEHHIO C MEpPBUYHON MPO(HUIAKTHKON
[21, 22].
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OCHOBHBIMU OIIMOKaMH BEACHUS JAHHOTO TAI[eH-
Ta SIBJISUIKCE!

—  HENOOLIEHKAa JIAHHBIX CEMEHHOro0 aHaMHe-
3a (Hamumuune ['KMII y oTma pebenka mpeamnonarasio
BO3MOKHOCTB HACJICICTBEHHOMW/CApKOMEPHOH (HOPMBI
'KMIT);

—  OTCYTCTBHE PEryJISIPHOTO MOHUTOPHHTIA JaH-
HbIX OXoKI' u aHanu3a crerneHu rUnepTpoOPUU MHUO-
Kapaa;

—  OTCYTCTBHE CTPOTHX PEKOMEHAAIHMH IO OT-
CTPaHEHHIO OT 3aHSATUU CIIOPTOM JI0 TIONYYEHUS JaH-
HBIX J0OOCIICIOBAHUSI.

BbiBObl

CBoeBpemeHHas quddepeHnaibias T1ariocTuKa
MEX]y CIOPTHUBHBIM DPEMOACTUPOBAHMEM MHOKapia
(«cepnue atneTay) MpU MHTEHCUBHBIX 3aHATHSIX CIIOP-
TOM M THIIEPTPOPUUIECKON KapIHOMHOIIATHEH BaKHA
JUTs ONIPEJENICHHS] CTPATETUU JICUCHUSI U HaOMIOACHMUSI
ManueHToB. B 3ToM ciaydae ocoOyio BakKHOCTH MpU-
00peTarlT pe3yNbTaThl JUHAMHYECKOTO 3XOKapJIno-
rpaduuecKoro HaOMIOMEHNS B COUCTAHUH C JaHHBIMHU
IFeHETUYECKOT0 TECTUPOBAHMSL.

CBOEBpEMEHHOE YCTpaHCHHE HWHTCHCHUBHBIX (QH-
3MYECKMX Harpy3oK IMpHU NEePBUYHON (CapKOMEpHOH)
¢dopme TKMII siBisieTcss BaXKHBIM acleKTOM Mpodu-
naktuk BCC naxke mpu acCUMITOMAaTHYHOM TEYEHUH
3a00JIeBaHMUsL.

JUtisi MUHUMH3AIUU CMEPTENIBbHBIX HCXOJ0B IPH
Pa3BUTHH KUIHEYTPOKAIOIIUX COOBITUH 0COOYIO POITH
UI'PAIOT CBOEBPEMEHHBIE U IIPaBHIIbHbBIE pEaHMMAallU-
OHHBIE MEPONPUATHS, NPEANPUHIATHIC KaK Ha J10Bpa-
4eOHOM 3Tare, Tak ¥ BpauaMu HEOTIOKHON MeTULINH-
CKOM ITOMOIITH.
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onorun n aputMonorun Hay4yHo-uccnepoBaTenbCKOro
KMWHUYECKOro MHCTUTYTa neguaTpum MMeHN akageMu-
Ka 0. E. Benbtuwesa PHVIMY nm. H. W. NMuporosa;
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na OeTCKOW Kapgwuosorum n aputmonorun HaydHo-uc-
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