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Pe3ome. Ormucanpl HapymeHHss B padoTe CEpACUYHO-COCYAUCTOW W JBIXAaTENIbHOM CcHCTEM
OopraHusMma BCIIEACTBUE TporpeccupoBanus Muoauctpoduu Hromenna. J[eGl0T HapyIIeHUH 0OTMEYaeTCs B
5 JIeT co CTOPOHBI CEPJEYHO-COCYIUCTONH CHUCTEMBI U B 7 JIET CO CTOPOHBI JbIXaTeNbHOW CHCTEMBI.
Y CTaHOBIJICHO, YTO TaHHBIC ATOJOTHU OKa3bIBAIOTCS TUMUTHPYIOIIUMHE MTPOIOJDKATEILHOCTD JKU3HHU.

KawueBble caoBa: mnporpeccupyiomas MbieyHas auctpopus [romenna, ren DMD,
KapIOMHOIIATHSI, PECIIUPATOPHBIC HAPYIICHUS, ICTH.

Resume. Disorders in the work of the cardiovascular and respiratory systems of the body due to the
progression of Duchenne muscular dystrophy are described. The onset of disorders is noted at the age of 5
on the part of the cardiovascular system and at the age of 7 on the part of the respiratory system. It has been
established that these pathologies are life-limiting.

Keywords: progressive Duchenne muscular dystrophy, DMD gene, cardiomyopathy, respiratory
disorders, children.

AkTyaabHocTh. [Iporpeccupyromasi meimeunas nuctpodus (IIMJI) romenna-
bekkepa — HacnenCcTBEHHOE, CIEIJIEHHOE C X-XpOMOCOMOM pelieCCUBHOE 3a00JieBaHUE,
oOycnoBiaeHHOe MyTanueld B reHe Oenka auctpoduua (DMD). O6namaer BbICOKOM
PacCIpOCTPAaHEHHOCTHIO, XapaKTEPHU3YyeTCAd MPOTPECCUPYIONIUM TEYEHUEM U  OBICTPO
NPUBOJUT K  WHBaIuMau3aluu. JleTanmbHbIA  MCXOJl ~ HACTyHmaeT  BCIEACTBUE
KapJIUOPECIIUPATOPHBIX HApPYIICHUM, TMOITOMY aKTyaJlbHOM TpOOJIEeMON  sBISIETCS
yIy4llIEHUE paHHEN TUArHOCTUKH JJIsl TOBBIIICHUS KaYyeCTBa U MPOJICHUS dKU3HU JEeTeH C
TAaHHOW IaTOJIOTHEM.

Heab: oxapakTepu30BaTh KapAHUO-PECIUPATOPHBIE MPOSBICHUS MPOTPECCUPYIOIEH
MbIIeqHOM nuctpodun JlromeHnHa y aeTei.

MarepuaJjibl 1 MeTOAbI. PETpoCIEKTUBHOE HCCIIEI0BAHUE BKIIFOUEHO 86 MaJIbUUKOB
C TMporpeccupyronieil MpllieuHod aucTpoduelt, HabmogaBmuxcs B PecnyOnmkaHckoM
KJIMHUYECKOM LEHTPE MaJUIMATUBHOW MeauuuHcKor nmoMomu AeTsaMm ¢ 2020 mo 2024 rr.
[IpoBeneH aHanM3 MEAMIIMHCKUX KapT CTAllMOHAPHOTO MAaIllMEHTa M KOHCYJIbTAaTUBHBIX
3aKJIIOUCHHUI aMOyJIaTOpHBIX MalMeHTOB. Bo3pact nereit Ha MOMEHT HamboJiee MO3qHETrO
obOparenus BappupoBai ot 6 mec. 10 17 xet 11 mec.

PesyabTarel m ux oOcyxaenme. Cpeau HEWpPOMBIIIEYHBIX 3a00JI€BaHUI
muoauctpodus JlomeHHa SBISETCS JOCTATOYHO PACHPOCTPAHEHHBIM U OBICTPO
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nporpeccupyromuM tedeHuem [l1]. HecmoTps Ha TO, 4TO MATOJIOTMYECKHE MIPOLECCHI,
3aTParuBalOIINE CEPJICUHBIE W JBIXATEJbHBIE MBIIIbI, MPAKTUYECKH HE MPOSBISIIOTCS
CUMIITOMATHUYECKU, HApyIIeHUsT B UX paboTe — OCHOBHAs TMPUYMHA CHUKCHUS
MPOJIOJKUTEBHOCTH KU3HU U JAJbHEUIIIETO JIETAIbHOTO ucxoa [2].

Y pereid no0 5-M NET TUNWYHBIX KIMHUYECKUX MPOSBICHUN MNPOTrPECCUPYIOLIEH
MpleyHon auctpodun Jdromenna (IIMJIJ1) vHe HaGIr01a710CH.

Jle6GroToM HapyIeHu co CTOPOHbI cepaedHo-cocyaucToit cuctemol (CCC) sBnsinach
CUHYCOBasi Taxukaplus, peructpupyemas Ha snekrpokapauorpaduu (OKI') ¢ 5 nernero
BO3pacTa, UTO COBIIAJIAeT C BO3pAacTOM MaHU]ecTanuu 3a00J1eBaHusl.

B Bo3pacte 7-12 ner cuHycoBas taxukapaus BeiaBisiercs y 45,1% nereit. Bo3pacr
MalUEeHTOB ¢ TaXWKapAueh ObUT JOCTOBEPHO BBINIE, YEM IPU €€ OTCYTCTBUU, B CPEAHEM
coctaBuB 11,9 net u 9,84, COOTBETCTBEHHO.

Crnenyrmone nmo 4acToT€ BCTPEHYAEMOCTH — W3MEHEHHUS MHOKapJa KEeIyIOYKOB —
22,5%, u3 Hux B nipaBoM y 5,6%, B ieBoM y 4,2%, B 06oux — 12,7%.

Hetsm Bo3pacta 12-17 net npoBoaniioch XonTepoBckoe MouuTopupoanne JKI', mo
JaHHBIM KOTOPOTO y 92% o0cneqyeMbIXx OTMEYAIUCh 3MHU30/1bl TaXUKapAUH, KOTOpas He
Bcerna ¢uxcupoBanack Ha OKI'. Hauxymmuii BapuaHT ¢ AJIUTENBHOCTBIO TaXUKapJIuu
>50% B cyTKH HaOJIIOAANCS y IeTel CTapIINX BO3PACTHBIX IPYIIN, YTO CBSA3aHO C yTPATOU
JBUTATENbHBIX (PYHKIIMH, pa3BUTHEM KapAUOMHUONATUU U TOCTENEHHOW JEKOMIICHCAIlUU
Opra”Hu3ma.

KnroueBsim miposiBienuem I[IMJIJ[ sBisgeTcs AuiaTaloHHAs KapJAUOMHONATHS,
npoTekaronias Ha (OHE FeHETUYECKU JETEPMUHUPOBAHHOTO MOPAKEHUS KapIUOMHUOIIUTOB
[3].

[lo HamuMM [aHHBIM, BBISIBICHUE HAMOOJBIIETO KOJIWYECTBA KapAUOMHUONATUN
HaOmroanock B 12-17 net. B ¢Bsizu ¢ 3TuM, 110 hakTy HapacTaHUsl HAPYIICHUI CO CTOPOHBI
CCC, 11 manpurkaM ObLI MPOBEJICH aHATIN3 Ha MAPKEPhI MOBPEKICHUS CEPJIEUHON MBIIIIIIbI
u cepaeunoi HepoctatouHocTH (Hs-Troponin [, NT-proBNP,). [TonydueHHbIe pe3ybTaThl B
5 pa3 npeBblllIalii HOPMaJIbHbIE YPOBHU 1O JaHHBIM pedepeHcHbix 3Hauennii CALIPER
Reference Interval Database.

[To pe3ynbTaTy CyTOYHOTO MOHHMTOPHPOBAHHS apTEPUAIBHOTO HABICHUA U3 52
o0clieToBaHHBIX JeTel TONBKO y 5 (9,6%) manueHToB Obljla HOPMOTEH3US. Y OCTAJIbHBIX
MaJIbuYMKOB 3a()UKCUPOBAHA apTepualibHasi runoTeH3usi. OCHOBHON MPUYMHON CHMXKEHUS
apTepHaAIIbHOTO JAaBJICHUS SIBISETCS CUCTOJIMUECKas MUCPYHKIMS MUOKApJa BCIEICTBUE
OCHOBHOTI'0 3a00J1€BaHUS.

BogsiieueHue apIXxaTebHOM CUCTEMBI MTPOUCXOAUT B Bo3pacTe 7-12 net. Jlerkue He
nopaxatrorcsi 00JE3HBIO HANMPSIMYI0, OJHAKO, B MATOJOTMYECKUN MPOIECC BOBIEKAETCS
JpIXaTelibHas MyCKyJaTypa, BKItoudas nauadparmy. [ns oneHKH (yHKIUMU AbIXaTeIbHOU
CUCTEMbl HCIOJB30BATUCh KIMHUYECKHE JaHHBbIC, pe3yJbTaThl MNHUK(IOYyMETpUU U
CIIUPOMETPUHU.

[Ipu mpoBeneHUr TUKPIOYMETPUHU OKa3aJlOCh, YTO TOJbKO y 17% maiueHToB u3
obcnenoBannbix [lukoBas OO0bemHas Cxopocts Bbigoxa (IIOCB), otpaxaromnias
(u3nyecKre BOZMOXKHOCTH MAIlUEHTa U CTENEHb OOCTPYKIIMU OPOHXOB, COOTBETCTBOBAJA
BO3PacTHBIM U pOCTOBbIM HOpMaTuBaMm. Hapymenus IIOCB HaunHanu BISIBIATHCS € S JIET.
B Bo3pacre 3-7 net u 7-12 net CHUKEHUE CKOPOCTHBIX MOKA3aTENIEN 0TMEYAIOCh IPUMEPHO
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y 1oJIOBUHBI 00cieaoBaHHbIX. Cpeau 12-17 neTHUX aeTel npu NPOBECHUH TECTUPOBAHUS
Yy BCEX OTMEYEHBI HAPYILICHUS.

[Ipu omnpenenenun ¢GyHkuuu BHemHero nbixanus (®BJ]) npu cnupomerpuu
OTKJIOHEHHUS ObLIM 0OHapyKeHbl Y 55% o00cnenoBaHHbIX AeTeil. BbIsiBIEHHbIE HApYyLIEHUS
IIPEUMYIIECTBEHHO BKIto4yanu cHwkenue OBJ[ no cmemannomy tuny. Ilpu
COIIOCTABJIEHUH KIIMHUKO-UHCTPYMEHTAIBHBIX JAHHBIX OTMEUYEHO COYETAHUE YMEPEHHBIX U
TspKenbIX Hapywenud OBJ] o cMemanHoMy TUIY ¢ U3BMEHEHUSAMU B MUOKap/e MpaBoro
KEIyJ0UKa, KaK IPaBUIIO y AETEW CTapllied BO3PACTHOU TPYIIIIHIL.

Takum oO6pa3zoM, B BO3pacTHOM acrniekte y nanuentoB ¢ [IMJl mpu uccienoBanuu
BBISIBJICHO TMApPAJJICIIbHOE HAapacTaHWE KapJAUOPECIUPATOPHBIX HAPYLIEHUH IO Mepe
YBEJIUYEHMSI BO3pACTa AETEN U IPOrpPECCUPOBAHUS OCHOBHOIO 3a00JI€BaHUs, YTO TOBOPHUT O
OBICTPOM YXYIIEHUU COCTOSIHUSL U HEOOXOAMMOCTHU PaHHEH IMarHOCTUKU PACCMOTPEHHBIX
nposienenuit [IMJIJ] mist mpegotBpamieHusi ObBICTPOrO yXYIUIEHUSI KauyecTBa KU3HU U
JIETaJIbHOI0 UCXO/A.

3akioyenue:

1. KapanopecnupatopHble HapyUIEHHUs] HAUUHAIW BBIABISATHCS C 5 JIET: CHHYCOBas
taxukapaus no aanHbiM OJKI', cmemrannbie Hapymenns Ha OB/I.

2. Hapymienus B pabore CCC o0ycnaBauBaICh BIUSHUEM OCHOBHOTO 3a00JI€BaHUS
U IUIOXO KOPPEKTHPOBAIUCH  MOJJICPKUBAOIIEH  MEIUKAMEHTO3HOM  Teparuen.
Kapnuomuonatusi, TUMUTUpPYIOIIAs MPOJOJLKUTENBHOCTh KU3HU, OTMeudanach y 19/29
nere B Bo3pacte 12-17 ner u'y 6 nereit 16-17 mer BbICTaBisIach BMECTE C TUATHO30M
ceplieuHas HeJIOCTaTOYHOCTh 1-2 cTeneHu.

3. Ilo pe3ynbTaram COIUPOMETPHUU CPEAU PECIHUPATOPHBIX OTKIOHEHUHA OTMEYAIUCH
HapylieHus: (YHKIMKM BHEIIHETO JbIXaHUS IO CMEUIAHHOMY THUIy, YTO OOYCJIOBJIEHO
MPUCOETUHEHUEM K OOCTPYKTUBHBIM HAPYIIEHUSM PECTPUKTUBHOTO KOMIIOHEHTA.

4. IlapannenpHO €O CMENIAHHBIMM HApYUICHHSMH JBIXaHUS HAPACTAET YacTOTa
BBISIBJICHUS ~ apTEPUAIIBHOM  TUIOTEH3MM W CHHYCOBOM  TaxuKapAuu, OTpaxas
IIPOTPECCUPOBAHUE CEPAECUYHON HETOCTATOYHOCTH.

Nudopmanuss 0 BHEAPEHHH Ppe3yJbTaTOB HccaeaoBaHus. [Io pesynpraTam HacTOAIETO
UCCIIeIOBAaHMsI OMyOJIMKOBAaHO 2 cTaThM B COOpHUKAX MaTepuasioB, 1 TE3UCHI JAOKIAI0B, MMOMy4YeH 1 akT
BHEpeHHs B 0OpazoBaTenbHbIN npouecc (1-oif kadeapsl aeTckux Oone3Her yupexxaeHus o0pa3oBaHUs
«benopycckuii rocy1apCTBEHHbIN MEAULIMHCKUA YHUBEPCUTET).
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