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Pezrome

ITporpeccupytomast MplmeyHas guctpodus JlromeHHa — reHeTndeckoe 3a00JeBaHUE C YaCTOTONH BCTpeua-
emoctu 1:5000 HacenmeHus cpenu JHII MY)KCKOTO moja. Bo3HukaeT B pesynpTaTe MyTauuu B ree DMD
(Duchenne muscular dystrophy), oTBeTCTBEeHHOM 3a CHHTE3 Oeika IUCTpo(duHA, KOTOPHIH yalie BCero Jo-
KaJIM3yeTcs B CKEJIECTHON MycKyiarype M MHokapnae. K kapauoJorudyeckuM MposBICHHUSIM 3Toro 3aboie-
BaHUSl OTHOCST IPOTPECCUPYIOMIYIO0 THIIEPTPOPUUECKYI0O M JIMIATAMOHHYIO KapJIHOMHOIATHIO, a TaKXKe
pa3IMYHbBIC apUTMHH, KOTOPBIE MOTYT NMPHUBECTH K JIETATBHOMY HMCXOXy. B KadecTBe METOJOB AMAarHOCTH-
KM KapJHOJOTHYCCKHUX MPOSBICHUN MPOTPECCHPYIOMICH MBIIEYHON AUCTpodun J[fomeHnHa nemonp3yrTcs
aXoKapauorpadus, sMeKTpokapauorpadusi, MeHee YyBCTBUTEIbHBIM SIBJISICTCS OIpElIe]ICHHE YPOBHS Kpea-
TuH(pOoC(HOKUHA3EI, TPONIOHNHA | M ApYrUX J1abopaToOpHBIX MoKaszarenel. B Hamiel padore onmucaHo KIMHHU-
yecKoe HaOIIoIeHNe MAMeHTa C TOATBEP KICHHBIM IMarHO30M Iporpeccupyouieii nuctpopun Jonenna u
JIMarHOCTUPOBAHHON KapiuoMuonarrueil B Bozpacte 15 net. 3aboaeBaHre HMEET IPOTPECCUPYIOMINN Xapak-
Tep ¢ HeOMATONPUATHBIM ITPOTHO30M.
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Case Reports

Abstract

Progressive Duchenne muscular dystrophy is a genetic disease with an incidence rate of 1:5000 in males.
It occurs as a result of a mutation in the Duchenne muscular dystrophy gene, responsible for the synthesis
of the dystrophin protein, which is most often localized in skeletal muscles and myocardium. Cardiological
manifestations of this disease include progressive hypertrophic and dilated cardiomyopathy, as well as
various arrhythmias that can lead to death. Echocardiography and electrocardiography are used as diagnostic
methods for cardiac manifestations of progressive Duchenne muscular dystrophy; fewer sensitive methods
include determining the level of creatine phosphokinase, troponin I and other laboratory parameters. Our
work describes a clinical case of a patient with a confirmed diagnosis of progressive Duchenne dystrophy and
diagnosed cardiomyopathy at the age of 15 years. The disease is progressive in nature with an unfavorable
prognosis.
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BBenenue

[Iporpeccupyromiasi MbIIIeUHass AUCTPODHs
Mromenna (M/1/]) — renernueckoe 3a00eBaHue
¢ X-CIICTUICHHBIM THITOM HACJIEJOBAaHUS, BBI3BAH-
Hoe myTanuei B reie DMD (Duchenne muscular
dystrophy), kogupyromem 6enok nuctpodus [1].

[Ipn HaJIMUMKM MAHHOM MyTalWMW MPOUCXOTUT
(GyHKUMOHANBHBIN AedunuT Oenka aucTpoduHa,
KOTOPBI JIOKAINU3YeTCsl B TOMNEPEYHONONOCATOM
U CEp/ACUHON MBIIIEYHONW TKaHM, a TaKKe MOTeps
[ETIOCTHOCTH MUOGDHUOPUILL. ITO IPHBOINT K 3aMe-
HE MBIIIEYHBIX BOJIOKOH COCIMHUTEIBHON WITH KH-
POBOI1 TKaHBIO, ITOTEPE MBIIIIEYHOHN yHKLUH [2, 3].

I'en DMD sBiisieTcst OTHUM U3 CaMBIX KPYITHBIX
B TEHOME YeJIOBEKa, BKIIFOYAeT B cels 79 9K30HOB
1 HECKOJIBKO BHYTPEHHHX IIPOMOTOPOB, 4TO 00ecIIe-
YHBACT Pa3BUTHE OOJBIIONO KOIUYECTBA U30(POpPM
Oenka muctpoduHa. ITH M30(POPMBI JIOKATUIYIOTCS

B CEPJICYHOM, CKEJIETHOM, IT1aJIKOM MBIIIIEYHOMN TKa-
HSIX, @ TAK)KE B CETYATKE, TOJIOBHOM MO3I'€ U MMApPEH-
xume modku [4]. leneruu cocrapmnsitor 6omnee 70%
or Myrauui pu M/IJ1, Ha 1010 TOYEYHBIX MyTa-
i mpuxoautcst okoto 20%, a TyTUTUKaIuy BCTpe-
yarores B 5—15% cityuaes [, 6].

Yacrora BcTpewaemoctu MJI/] Bapeupyercs
oT 1:3500 1m0 1:6300 »’XUBOPOKICHHBIX JIUI] MYK-
ckoro nona. B CIIIA onwucsiBaercs 15,9 ciyuas
Ha 100 ThIc. MyxuuH, B Poccun nono6HbIi ckpu-
HUHT He npoBoawics [7]. Onucano 5 nmocnenosa-
TenbHBIX cTaguit M/ (cMm. Tabmwmiry).

Kapanomuonarum npu Mble4HoM
auctpoduu Jromenna

[TopaxeHnue cepredHO-COCYIUCTON CHCTEMBbI
npu MJIJ] B GONBIIMHCTBE CiIy4aeB BKIIIOYAET
kapauomuonaruio (KMII) u napymenus putma

Craguu nporpeccupyromieii Mmpime4ynoi qrucrpoguu droumenna [7]

Stages of progressive Duchenne muscular dystrophy [7]

Crangus

Knuanueckast CHMITOMAaTHKA

[pexnuHUYecKas (JJOCUMIITTOMHAS)

Pannsis amOynatopHas

ITo3auss amOysnaropHast

Pannsis HeamOynatopHast

MauoBbIpaskeHHas 3a/IepKKa MOTOPHOW M Pe4eBOi (QyHKITHI

3azepiKKa paHHETO ICHXOMOTOPHOTO Pa3BUTHSI, HAPYILIEHUE XObOBI, CIOTBIKAHMS,
TaJICHUs], TICEBOTUIEepTPO(USI NKPOHOXKHBIX MBI, «YTHHAS IIOXOAKA
3HauuTeIbHbIC HAPYILICHHS ABUKECHUS, PETPAKLIU aXUIJIOBA CyXOXKUIIUS, Pa3BUTHE

KOMIICHCATOPHOTO I'PYAOIIOSICHUYHOTO TUIIEPIIOP/103a BCIEACTBHE CIIA00CTH MBIIII]
OPIOIIHOTO Tpecca M MBIII-pa3rudarenei oeapa

I[BI/I)KCHI/IS{ OrpaHUYHBarOTCs 10mu YACP)KUBAHUEM BEPTUKAJILHOTO IMTOJIOKEHUS
TyJIOBULIIA. KpLUIOBI/II(HI)Ie JIOTIaTKU, KOHTPAKTYPbl KPYITHBIX U MEJIKUX CYCTaBOB.

[To3nnsst HeamOynaTopHast

PasBuTHe IbIXaTeIbHBIX U CePACHHO-COCYANUCTBIX OCIIOKHCHUN

HeBo3M0OXHOCTh CAaMOCTOSTEIILHOTO NEPECABUIKCHUS. Bo3moxeH JieTanbHbIi nucxon
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U MPOBOIUMOCTH (pedpakTepHasi CHHycOBasi Ta-
XUKapJusi, CypaBEeHTPUKYIIIPHAs U JKEITy0UKO-
Bas AKCTPACUCTOJUS, HEYCTOMYMBAs CyIlpaBEH-
TPUKYJISIPHAS TAXUKAPIUS U IPYTUE), HA TIO3THUX
CTaJusIX MOTYT Pa3BUBATHCS KU3HEYTPOXKAKOLIUE
aputmui [8].

[TaTtodusnonoruuecknii MexaHusM 3aKJIio-
4yaeTcss B HApyIICHUU (PYHKIMOHUPOBAHUS
Ca?’-xaHajoB B KapJAMOMHOIIMTAX: MPU OTCYT-
ctBun Wi Jaedekre auctpoduHa (u3odopma
Dp427) capkonemmsl u T-TpyOodex MpoUCXOnuT
pa3pylleHHe KIETOK MPU COKPALIEHUU U MOBBI-
mreHnn ypoBHst Ca®’, 4To BeieT K pa3BUTHIO PuO-
pO3UpOBaHUs U HEKPO3a MUOKapaa (puc. 1).

Yacrora pazsutust KMII y nauuentos ¢ M/1/]
3aBHCHUT OT BpeMeHH JebroTa 3a00seBaHus:
no 5 ner KMII Bcrpewaercs B 5%, B BO3pac-
te 10 13 ner — B 18% cnyuaeB. B atom Bo3pac-
T€ 3a4acTyl0 Pa3BUBAETCS CUCTOJIMYECKAs JIHC-
¢ynkuus. Berpeuaemocts KMII yBennuuBaercs
¢ Bo3pactoMm, U y 61-98% manueHToB crapiie
18 net pa3zBuBarotcs GuOpo3 Muokapaa U Auia-
tarmonHas KMII [1, 11].

Cpenu 1abopaTopHBIX MOKa3aTenei Hanboee
JIOCTOBEPHBIM SIBIISIETCSI TPOIOHHWH I, MOBBIIIE-
HUE €r0 YPOBHS YKa3bIBAaeT Ha NOBPEKICHHUE Cep-
neqHoi MbIel. Jlpyrue mapkepsl (TponoHuH T,
NT-proBNP, npencepassiii HaTpuilypeTH4eCKun
MIeNITUI, cepaedHas ¢ppakuus kpearuHPpochoku-
Ha3bl — KOK) Takke MOTyT UCIIONIB30BATHCS ISt
JTMarHOCTUKH, OHAKO OHU HE SIBJISIFOTCS CIIELU-
(UYHBIMU WM HE MMEIOT NoA co0oil JocTaTou-
HOM JT0Ka3aTenbHOM 0aser [12, 13].

Jns muarsoctukn KMIT y GonbabIx ¢ MJIJ]
pEKOMEHAYETCSI MPOBOJUTH TPAHCTOPAKAIBHYIO
axokapauorpaduro  (9xoKI'), MarauTHO-pe3o-
HaHCHyI0 ToMmorpaduto cepaua. Jlocrarouno
TOYHBIM METOJIOM SIBJISIETCSI OTPEIeNIEHUE UHCK-
ca IPOU3BOJIUTEILHOCTH MHUOKap/aa M IpoBeJe-
HUE TKaHEBOH Jommuieporpaduu, 4To MOMOraer
0o0HapyXUTh TUCOHYHKIIMIO MHOKap/Aa 0 pa3BU-
THUSI CUCTONIMYECKOM nqucyHkimu [ 14, 15].

[Ipn maTonoroaHaTOMMYECKOM HCCIIE€A0Ba-
HUM Yy nanueHTtoB ¢ MJI/I, uMmeromux nopaxe-
HUSl Ceplla, BBISBISIOTCS MOTEPS CTPYKTYPHOMH
LETOCTHOCTH MUOGUOPUIUT KapIUOMHUOIIUTOB,
a TaKkKe MOPQOIOTUYECKUE HM3MEHEHHS] MUTO-
xoHnpuid. [lopaxkeHus dYacTo JOKaJIU3YHOTCA

Knunnueckue cinyyan

[ MoTtepsi/oTcyTCcTBME AMCTPOdMHA j

PaspblB LuTOMNNa3MaTUYECKOn MeMBpaHbI
KapavmommoLmTa npu CoKpaLLeHUm

[HOBbILIJeHI/Ie BHYTPVKMETOYHOIO YPOBHS Caz*j

Y
AkTuBauus AKTMBaLMSA NPOTEONUTH-
docconmnas Yecknx pepmeHTOB

Y Y

MoBpexaeHne meMbpaHHbIx hocdonmunuaos, obpasoBaHue
reMonmuTUYeckux rmuuepodochonunuaos

[ PasenTue pmbposa 1 Hekposa MUoKapaa j

Y
[ Kapanomuonatus j [

Puc. 1. Ilarorenes nopaxeHuss MUOKapJa Mpu MbILIEYHON
nuctpoduu Jromenna [9, 10]

HapyLeHusa putma
1 NPOBOAMMOCTHU

Fig. 1. Pathogenesis of myocardial damage in Duchenne muscular
dystrophy [9, 10]

B 3a7HE0a3aJbHOM CTEHKE JIEBOTO IKENMyIouyKa
(JDK), 3agHeil manwuispHON MBIIIIIE, MEXIKe-
JTYI0OYKOBOW TEpEropojke 1 cBOOOJHON CTEHKE
mpaBoro kenymodka. Hapymenne cuHTe3a Oein-
Ka AUCTpO(HHA, KOTOPBIA TaKKE JTOKAIU3YETCS
B KJICTKaX MPOBOJISAIICH CUCTEMBI CEP/IIia, BEICT
K Pa3BUTHUIO PA3NUYHBIX apUTMUM: elie 10 Guod-
PO3UPOBAHUST MHOKAP/1a BBISIBIIICTCS BAaKyOJIbHAS
nereHepanus BoyiokoH I[lypkunse [16].

Bonbmioe 3HaueHue B paHHEW TUArHOCTUKE
nopaxkenu cepaua npu M/ mmeet smekTpo-
kapauorpagpudeckoe (OKI') uccnenosanue. OHo
MIO3BOJISIET 3aMOA03PUTh U3MEHEHHS €Ile JI0 BO3-
HUKHOBEHUS TUNEPTPOPUU MHOKApAA U pa3BU-
st KMIL.

HawnbGoree gacTo BcTpedarommMuIcs n3MeHEHH-
simu Ha DK mipu JaHHOM 3a0071€BaHUU SIBIISIFOTCS:

— TATIEPTPOQUS JIEBOTO U TIPABOTO KETYIOIKOB;

— iyOokuii 3yoernmr Q B orBemeHusx I, avL
nV,—Vg, ull, Il u avF;

— Tmy0oxkuii 3yoerr S B V;
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— cooTHomenne R/S B orBenenun V, BbIe
HOPMBI.

Xapakrep U3MEHEHUI 3HAYUTENBHO BapbUPY-
€T B 3aBUCUMOCTH OT BO3pacTa MalHeHTa, mpo-
SBJICHUS 3a00JI€BaHMsI YBEIMUMBAIOTCS C BO3pac-
TOM. Bpbllieyka3zaHHble MPU3HAKK B OCHOBHOM
XapaKTEPHBI JIJIs1 TTAIUEHTOB JIETCKOTO BO3pACTa.
YV Gonee B3pOCIBIX MOTYT BCTpeUaThes OI0Kaia
NPaBO¥ W/MJIH JIEBOW HOXKH Ty4Ka ['mca, arpuo-
BEHTPUKYJIsIpHas Onokana [16, 17].

Yacrora uzmenenuit Ha OKI' koppenupyer
C HaJIMYHUEM WM OTCYTCTBUEM IWIATALIMOHHOMN
KMII — koHEe4YHOH CTENEHN NPOSIBIIEHUS TIOpaXKe-
Husg muokapaa npu MJI/I. IIpoanann3upoBaHsl
nanabie 377 manmentoB ¢ MJIJ. YV 94% Gounb-
HbIX ¢ guiaaranuoHHoii KMII ObUIH BBISIBICHEI
OKI -oTkioHEHUS, B TpyIIne 0e3 quiaTaiiiOHHON
KMII -y 44% (p <0,001) [18].

Knuanueckass cMMITOMaTHKa OTHOCHTEBHO
TUNMYHAs — Yy TMAIMEHTOB HApACTaeT MbIIICUHAs
c11aboCTh, CHMKACTCS TOJEPAHTHOCTh K (r3HUe-
CKUM Harpy3kam. [1J1s Toro 4ro0bl BCTaTh, OOIBHBIE
MOJB3YROTCS «TiprueMoM [oBepcay — ¢ 11eTbro ooIter-
YEeHUs OMUPAIOTCS pyKaMH Ha CBOM Oezpa, MoXoa-
Ka HallOMUHAeT «yTuHyo». [loaroMy nuarHoctuka
3a00JIeBaHMsI HE BBI3BIBACT TPYIHOCTEH, a /IS TIOI-
TBEPKJICHUST HEOOXOIMMO TIPOBECTH T€HETUIECKOE
HCCJICIOBAHME HA BBISBJICHUE MYyTAllUH.

CornacHo KIMHAYECKUM PEKOMEHJIALHUsM,
naToreHeTU4ecKas Tepanusi Moka3aHa BCEM Ia-
[IMEHTaM CTapiie 2 JIeT, y KOro BBISBIEHA HOH-
ceHc-MyTanus. Mcnonb3yercs atanypel, npermna-
pat, MpeACTaBISIOMUN COO0M MaTyr0 MOJIEKYITY,
KOTOPBIN HHIYIIUPYET NPOIOJKEHHUE TPAHCISAUN
Ha pubocoMe U 00ecreunBaeT BKIIIOYCHHE aMU-
HOKHCJIOTHI B PacTyIIYIO MENTHIHYIO LENb BMe-
cTo TepMuHaIuu cunresa [1]. Crnenududeckoro
JedeHus nopaxenus cepaua npu MJI/I B Hacto-
Alllee BpeMsl HE CyIIEeCTBYeT. Takue paauKaib-
HbIE METO/IbI, KaK TPaHCIUIAaHTAIMs Cep/ia, Ipo-
THUBOIIOKa3aHbl pu MJI/] B cBsi3M cO c1abOCThIO
MBILIEYHON TKaHU U JbIXAaTEJIbHOW HEI0CTATOU-
HOCTBI0. OTHAKO CYIIIECTBYIOT YCTPOWCTBA, MOJI-
nepkuBatone pabory JDK, mepekaunBaromiue
KkpoBb u3 nojoctu JIK B aopty [19, 20].

JlocTaTO4HO 4YacTo B MPAKTHKE MPUMEHSIOT-
Csl TTFOKOKOPTUKOWIBI (IIPEIHU30JIOH, jaedia3a-
KOpT). BeposTHbIe MeXaHW3MBbI JEHUCTBHS JTHUX

244

MpernaparoB HAMpaBICHBI HA CHUKCHUE YPOBHS
MIPOBOCTIAIMTENILHBIX ITUTOKWUHOB M aKTHUBAIHIO
WHCYJIUHOTIOAOOHBIX (aKTOPOB POCTA, a TAKKE
3aMe/IJIeHHe TpOoIeccoB (prOPO3NPOBAHHST MHO-
Kapjaa, CTaOMIu3alyi0 KJIETOYHOW MeMOpaHbI
U o0ecredyeHrue pPeryysiiui CTPYKTYPHBIX Oel-
koB. Coo01aercst Kak O CHIDKEHUH BEPOSTHOCTH
pa3Butus KMII, Tak u B 1iejoM 00 yBeTHYECHUU
MIPOJIOJIKUTEIHLHOCTH YKU3HH MAIIMEHTOB, TTOCTO-
STHHO IPUHUMAIOIIUX TITFOKOKOPTUKOUABI [ 11].

M.B. [younun u coast. (2023 1) paspabo-
Taad HOBBIM MEPCIEKTUBHBIA METOH JICUEHUS
M/I/I ¢ noMouipr0 akTMBaropa KajlblUi-3aBUCH-
Moro K'-xanama NS1619. B onpiTax Ha auctpo-
(bUH-TePUIUTHBIX MBIIIaX OBLIO TMOJYYEHO YBe-
nuuenue Tpancnopra uonoB K Ca'-3aBucumbim
K'-xananom B mutoxonapuu cepaua. IIpenapar
YMEHBIIIAeT OKCUJIATUBHBIA CTPECC, POIYKTHI KO-
TOPOTO TTOBPEKAAIOT MUOKap. Mopdosorndecku
MOJIOKUTENBHBIA YPPEKT MPOSIBISIICS CHIKEHH-
eM (pubpo3a cepaeuHoi mblmsl [21].

Lenp Hamieit paboThl — JEeMOHCTpAIUs Malu-
enta ¢ MJI/I ¢ pasButuem KMII.

Ponutenu nanuenTa noanucanu uHGOPMUpPO-
BaHHOE COIIacHe Ha MyOIUKAIUIO €TO TAaHHBIX.

WccnenoBanre mpoBOAMIOCH B COOTBETCTBUH
¢ Tpe6oBanusmu GCP (Good Clinical Practice).

Onucanne cirydast

ITarrmenT, 18 ger. C 3 meT oTMeuanuch 4a-
CThIE MajJeHusi, crnoTbikanus. 110 naHHBIM 2rek-
TpoHeipoMuorpaduu, MPOBEICHHON B BO3pacTe
5 net (2011 r.), BBIsABIIEH TIEPBUYHO-MBITIICUHBII
Xapakrep InopaxeHus. B 3ToT xe mepuon ot-
Meuanoch noBeimieHue ypous KOK no 14 772
(3meck U anee B CKOOKax yKka3zaHbl peepeHCHbIE
3HaueHus, 25-149) En/n 8 2011 1., 36 405 En/n
B 2012 r. (puc. 2). /IluarHocTupoBaHa «mporpec-
cupytouasi MblleyHass auctpodus JlromieHHa,
ncepnoruneprpoduueckas Gopmay.

I'eneTnueckoe wucciaegoBaHUE Ha BbIABIE-
HUE Je(eKTOB MPOMOTOPHON o00JacTH TeHa
nuctpoduHa aenenuil He mokasano. B mocine-
OyIOIIEM TpU TMPOBEACHUU MOJIEKYJISIPHO-TE-
HETUYECKON JIMAarHOCTUKH B DJK30HE 7 TeHa
DMD (OMIM 300377) — ren nuctpoduHa,
BBISIBJICH TATOT€HHbIM BapuaHT c.568C>T
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B TEMHU3UTOTHOM COCTOSIHUHM, TPHUBOISAIIUIN
K TIPEXKICBPEMEHHON TEPMUHAIIUU TPAHCIIS-
uuu p.Q190*(HoHCEeHC-MyTaLus).

Bo Bpemsa rocnuramumzaumu B 13 et
(2019 r.) y mammeHTa MpU MPOBEICHUH XOJITE-
poBckoro MounutopupoBanusi IKI' ObLIO BBISB-
neHo 6omee 250 monmuMop(dHBIX OTMHOYHBIX DKC-
Tpacuctol. HasHaueHa Tepamusi KapBeIUIOIOM
B 7103€ 12,5 Mr B CyTKH.

Ilo pmamgeiM DOxoKIT oTMeueHO CHUKEHUE
CHCTOJIMYECKON (DYHKLIMHU cepaua: Gppakuus BbI-
opoca (O©B) JIK no Cumncony coctasuna 49%,
KOHEUHBI nuactonuueckuit  pasmep (KIP)
He yBenmueH — 5,14 cm, unaeke KJP 3,1 cm/m?
(Hopma 110 3,1 cM/M?), KOHEUHBIH CHCTONNYECKUI
pasmep (KCP) yBenuuen a0 3,67 cm, uaaexc KCP
2,2 cm/m? (HopMa 10 2,1 cM/M?), TONIMHA 3aIHEM
creHku JODK — 10 MM, MexoKeTy104KOBast IEPEro-
pornka — 9 mMm. K Tepanuu n1o6aBieH SHaIampII
B 7103€ 2,5 MI' B CyTKH.

Yposenb KOK cocrapui 2679 En/n, KOK-Mb
22 (<5,2) wr/mia. OTMe4anoch YBEIUYEHUE
ypoBHe# obmero ounupyobuna mo 23,2 (mo 21)
MKMOJIb/JT ¥ psiMoro OunupyouHa 110 5,0 (10 3,4)
MKMOJIB/J1. @UOpo3TacTOMETpHS TICUEHU HE BBI-
sBiJIa (UOPO3HBIX M3MEHEHUI MapeHXHUMBbI Op-
ra"a. BnocnenctBun AMarHOCTHPOBaH CHHIPOM
Kunnbepa.

Taxke B 2021 r. unnyuupoBana tepanus M1
aTalypeHoM KypcoM Ha 6 Mmec. Takoe mosaHee
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Puc. 2. luramuka ypoBHS KpeaTHH(OCHOKIHA3HI

Fig. 2. Dynamics of creatine phosphokinase level

Hayajo MaTOreHEeTUYECKOW Tepanuu OObSICHSIET-
Csl TEM, UTO JaHHBIHM npenapar Obul OpHUIHATIBHO
3aperucTpupoBaH Ha Tteppuropuu Poccuiickoin
®enepanuu B KoHIle 2020 1.

B snBape 2022 1. o pe3ynsraram MpoBeIEHHOTO
o0cTeIoBaHus: YpOBEHb OMIIMpyOrHa 001IEro, psi-
MOT'0, HEMPSIMOTO B IIpeiesiaX HOPMBI, [IOBBIILICHAE
conmeprkanus acriapraramuHoTpanchepaszsl (ACT)
10 55 (<45) En/n u KOK no 2573,4 (<195) En/m.

B cBs3u ¢ anM301aMM TMIIOTOHMU (apTepu-
ajgpHOE AaBieHue 82/54 MM PT. CT.) OT MPOIOJI-
KEHUSl Teparuy SHANANpPUIOM ObUIO HPUHATO
BO3/1€pKAThCA.

B ¢eBpane 2022 r. nmo npaHHbM OxoKI
ObUIM  JMArHOCTUPOBAHBI  JWJIaTallMOHHAs
KMII, HeBbIpa)K€HHBIM HKCCYIATUBHBIN Iie-
JKC-

pukapaut. Hapymenusa purma cepaua:

Puc. 3. OKI nanuenTta ot 2022 r. Cunycossiii putM, YCC 80 yn/MuH, HeroaHas Ol10Ka1a MpaBoi HOXKKH mydka [wca, Hop-

MaJIbHOC HaIlpaBJICHUEC SHGKTPHHGCKOﬁ ocCH cepaua

Fig. 3. Electrocardiogram of the patient from 2022. Sinus rhythm, heart rate 80 per minute, incomplete blockade of the right bundle branch of

Hiss, normal direction of the electrical axis of the heart
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Tpacucroiusg ¢ MmHUpokuM QRS-koMriekcoM.
[TapokcusmanbHasg Taxukapaus. CKpbITBIA CHH-
apom WPW (puc. 3). [TanneHTy BBITTOJIHEHO MH-
Ba3MBHOE 3JIEKTPO(PU3NOIOTHUECKOE HCCIIEN0-
BaHUE, pPaJMOYaCTOTHAs KaTeTepHas abiarus
JIOTIOJIHUTENBHOTO MPEACEPAHO-KETYI0UKOBOIO
coenuHeHus. Hauara tepamnus nedrazakoprom
B J103€ 22,5 MTI' B CyTKH Y€pe3 JCHb.

[To mamaeiMm OKI' ot mas 2022 1., cuHyco-
BBIl PUTM, 4YacTOTa CEPIACYHBIX COKpALICHUM
66 yn/MHMH, HapylIeHUH pUTMa cepjala He 3a-
PETUCTPUPOBAHO, TOPU3OHTAIBHOE IOJOKEHUE
anekTpuueckoit ocu cepaua. [lo nanabmm OxoKI"
BbIsABIIeHA qunatauus JOK ¢ ymepeHHbIM cHUKeE-
HUEM T[00aTbHONW COKPAaTUMOCTH 3a cueT Iudg-
(Gy3HON TMIIOKMHE3UM U AaCUHXPOHUM MEXIIpE.-
cepanoi neperoponku, @B JIK 44%. WUunekc
KOHEYHOTO  JTUAacTOJIMYecKoro obwbema 77—
90 mur/M*. APUTMOJIOT HA3HAYMII TEPAITUIO IPO-
nadeHoHoM B 03¢ 150 mr 3 pasza B cyTKu.

B Hos10pe 2022 1. mpoBeieHO MOBTOPHOE HMHBA-
3UBHOE SNEKTPOGHU3HOIOTUIECKOE HCCIIEI0BAHHE,
paaroYacToTHAs KareTepHas alnamus JIEBOTO Jia-
TEPaIILHOTO TPEICEPIHO-KETYIOUYKOBOTO COEANHE-
HUs II0 TIOBOLY MApOKCU3MAIBHOW OPTOAPOMHOM
TaXuKapauy, MaHugecTHoro cuxapoma Bonbha—
[Tapxuncona—Yaiita (WPW). Bo Bpems rocrmra-
JIM3a11H BBISIBIIEHO CHU)KEHUE )KU3HEHHON EMKOCTH
nerkux a0 72 (85-90) %, popcrupoBaHHOM KU3HEH-
HOM emkoctu Jierkux A0 71 (>80) %, cHmxkeHue
o0bema (hopcrpoBaHHOTO BhII0Xa 710 72 (>80)%.

Puc. 4. Jlannsie OxoKI:

[To pesynmpTaramM MpoBeIEHHOTO O0OCIEeI0Ba-
HUSl, YPOBEHb OOLIET0, MPSMOT0, HEMPSAMOTO OU-
nupyOrHa B mipenenax HopMbl, ossimieHrne ACT
1o 39,9 En/n, noBellieHne alaHUHAMUHOTPAHC-
depasbl 10 35,8 (<24) En/n u KOK no 1231 En/m.
VYposerb NT-proBNP 32 (<24) nr/mi.

B ¢espane 2024 r., no 1aHHBIM MUK-(ITyoMeT-
UM, TATOJOTUYECKUX OTKIIOHCHUI HE BBISBICHO.
JIeHCUTOMETPHS C MEIBIO0 OIEHKA KOCTHOTO BO3-
pacTta mokasajia, YTO MUHEpalbHas TUIOTHOCTH
KOCTEH HAaXOIMUTCs Ha HUXKHEHM I'paHuLle BO3pacT-
HBIX 3HaYeHUH. CyTOUHOE MOHUTOPHPOBAHHE ap-
TEPHAILHOTO JABJICHUS BBISBUIIO CHUCTOJOAHMAC-
TOJIMYECKYO apTePUaTIbHYO THIIOTCH3HIO.

ITo nanapM OX%0KI™ or nexabpst 2024 1. BbISAB-
JICHBI CIICTYIOIINE OTKJIOHEHUS OT HOPMBI (puc. 4):

— nunatanust JOK B nonepeunom pazmepe (yBe-
auaenbl KJIP (5,6 cm, uagexke KIP 3,7 cm/m?)
u KCP (4,3 cm, unaexc KCP 2,8 cm/m?) JIXK B na-
pacTepHAIbHON MO3UIIMHM, B amUKaJIbHOU 4-Ka-
MEPHOW TIO3WIIMHM YBEIIMYCHUE ITONEPEIHOTO
pasmepa JIK (5,0 cm, ungekc 3,3 cm/m? (HOp-
Ma 10 3,1 cm/m?)), TonmuHa 3agueii creaku JIDK
9,5 MM, MEAOKEITYJOYKOBOU IIEPETOPOIIKH 8,5 MM,
uHIeKke Maccel Muokapna JIK 7 r/m?;

— TIpY UCTIOJIB30BAHUH OWMIUIAHOBOTO METOJIa
CuMIICOHA BBISIBJICHO yBEIWYCHHE WHIEKCA KO-
HEYHOTO JIMaCTOIMYECKOro o0bema 10 76,1 mi/m?
(HopMma 110 75 mu1/mM?), MOBBIIIEHHE WHIEKCA KO-
HEYHOI'O CUCTOIMYECKOr0 00beMa — 10 45,6 mir/m?
(Hopma 10 30 mu/m?);

a — mapacrepHabHas MO3MIIMS, JUTMHHAS OCh (YKa3aHO CTpENIKaMMu); 6 — anukaibHas 4-xkamepHas nosunus. Junaramus JDK (ykazano

CTpEIIKAMH)

Fig. 4. Echocardiography:

a — parasternal position, long axis (indicated by arrows); b — apical 4-chamber position. Dilatation of left ventricle (indicated by arrows)
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— CHIKEHHUE 001ei COKpaTUTENbHOM cr1oco0-
Hoctu muokapaa (OB JIK 45% no Teiixonbiry,
38-42% no Cumncony);

— CHH)XXCHHE HACOCHOM (YHKIIMU Cepl-
na (ymapHelii o0beM 45 MJI, MUHYTHBIH 00BeM
KkpoBooOpartienwus 3,0 J1/MuH);

— 30HBI THIIOKWHE3UH YOS TUTETTHHO OTIpeIeIIs-
I0TCA B 00JIACTH BEPXYIIKH, [0 MEPEIHEH, HIK-
HEll, IepeTHeneperopoJ0YHOMN, HIKHETIEPETOPO-
noyHoi cregkam JDK.

K tepanuu no6GaBieHb! CIUPOHOIAKTOH B J103€
25 mr 1 pa3 B CyTKH, IEPUHAOTIPUIT B 103€ 2,5 MT
1 pa3 B CyTKH.

Oo0cy:xnenue

Onucanuii knmuHndeckux ciydaes KMII npu
M/I/l B OTEY4ECTBEHHOM JIMTEpaType HEMHOIO.
[Ipu 3anpoce B mowuckoBoil cucreme ELibrary
«KapIMOMHUOMIATH pu MHUOAUCTPODUH
JlrommeHHa» JAEMOHCTPHPYETCS TOJIBKO 3 ITyOim-
karnuu. B Hux nuarno3 KMIT Obut mocTaBieH yxe
B3POCJIOMY ITALIUECHTY.

B npencraBineHHOM cilydae ONHCHIBAETCS pas3-
Buthe mnporpeccupytomein KMII y mnamnuenra
¢ MJI/I B nocTaroyHo paHHEM BO3pacTe, MO J1aH-
HbeIM G. Nigro et al., Tspkenas KMIT npaktudecku
HE pa3BUBAETCs B Bo3pacTe 110 21 rozia, a cumiro-
MaTHKa, CBSI3aHHAs C MOPAXKEHUEM CEpAEYHO-CO-
CYIMUCTOW CHUCTEMBI, PEJIKO BCTpeuyaeTcs 10 13 ner
[22]. O.W. boeBa u COaBT. JEMOHCTPHUPYIOT CITy-
yaii manugectranun KMII npu MJIJ1 y nauuenra
B Bo3pacTe 34 niet [23]. Knunudeckue nposiBIieHus
BO3HUKJIY JIMIIb MOCJIE TPUITEPA B BUJE pECIIUpa-
topaoi uadexmmu [23]. E. Greiner et al. onmceiba-
10T 2 manuenToB, y koropeix KMII Obuia BeIsiBIIE-
Ha ToJIBKO B Bo3pacte crapuie 20 jer [24]. Takum
obpazom, nedror KMII B HEKOTOPBIX ciIydasix Mo-
JKET BO3HUKHYTh YK€ BO B3pOCIIOM BO3pacTe.

[TocreneHHslii HEKPO3 KAPAUOMHUOLIUTOB U 3a-
MEIIEHNE MX COEIWHUTEIIbHON TKAaHbIO IPHUBO-
JAT K pa3BUTHIO KapJMOMHUOIIATUU B BUJIE CUCTO-
JUYECKOM  MHUOKapAualibHOM  TUCQHYHKIIHH.
Otmeuaercs camxenune OB JDK, npu stom pas-
mep JDK, kak mpaBuio, He yBenudeH. B manb-
Helmem pa3BuBaercs awiararmonHas KMII.
Kapauomuonarus mpu MbIIIEUHOW AUCTPOdUU
JltonieHHa UMeeT psii KIMHUYECKUX OCOOEHHO-

Knunnueckue cinyyan

creil. BcernencrBue orpanudenus (uznyeckoit
AKTUBHOCTH TAIMEHTOB CHUMIITOMBI CEpICUYHOMN
HEJOCTaTOYHOCTH MOSBISIOTCS HE Cpa3y U Bbl-
paxkeHsI ¢1abo, OICHKAa TOJIEPAHTHOCTH K (HU3H-
YECKOM Harpyske 3arpyiHeHa. B ocHOBHOM ma-
IIUEHTOB OCCIOKOST cab0CTh U yTOMIIIEMOCTb.
[TosTOoMy, comTacHO KIMHHYECKHM PEKOMEH]Ia-
LUsIM, BCEM MAlMEHTaM PEKOMEHJyeTCsl MpOBe-
nenne OxoKI' ¢ menbio BeIsiBIIEHUS crienuduye-
CKOTro mopaxkeHus cepaua [1].

CBOEBpEeMEHHO Ha4yaroe KOHCEPBATUBHOE,
a Takke MpU HeoOXOMMOCTH XUPYPTUYECKOE Jie-
YEHUE MOXET MPUBECTH K YIYUIICHUIO KIIMHUYE-
CKOM KapTUHBI U CHUKCHHUIO TTPOTPECCUPOBAHUS
Nopa)keHus cepAaua. B HameM ciayyae manueHT
MoJIy4yaJl TEHHO-MH)XEHEPHYIO TEparvio araiy-
peHoMm. J[aHHBIN Mpenapar Mmoka3aH MalueHTaM,
y KOTOPBIX BBISIBJIEHA HOHCEHC-MYyTallusl B T€HE
Oenka nuctpoduHa.

Jlnarno3 ObUT IOCTaBIIEH MAalMEHTy B 13 nerT,
MaTOTCHETUYECKOE JICUEHUE aTalypeHOM ObLIO
WHUIIMUPOBAHO TO31HO — B 15 jeT. DTO cKa3za-
JIOCh Ha MPOTPECCUPOBAHUU 3a00JCBAHUSI U OT-
CYTCTBHUH TIOJIOKUTEIHLHOTO 3 deKTa Tepanuu.

3akJouyeHmne

Takum o00pa3oMm, OueHb BakHAa HACTOPO-
KEHHOCTh KaK Bpayedl NMEepBHYHOTO 3BEHA, TaK
U CIICIUAIMCTOB Y3KOTO Mpoduiis B IUIAHE Op-
¢danHbIX 3a005eBaHUil. DTO 00ECIEUUT CBOEBpE-
MEHHYIO IMarHOCTHKY TaKUX 3a00J1eBaHuil U Mo-
3BOJIUT HA4aTh TEPANHIO y IALMEHTOB B Ooiee
paHHHE CPOKH JUISl YIy4IISHHUS TPOTHO3A.
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