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Pedepar. Cunipom Mapdana siBisieTcst HaclieICTBEHHBIM 3a00JI€BaHUEM COCIMHUTEIbHOM TKaHu. [y Hero xa-
paxTepHO (POPMUPOBaHHE aHEBPU3M/TUCCEKIINI KOPHS a0PTHI B MOJIOZIOM BO3PACTE, YTO SBISCTCS OCHOBHOW MIPHYMHON
cMmeptHOCTH. [Ipr 5TOM HepeTko 0TMeYaeTCst ITaTOJIOT S CO CTOPOHEI cep/iiia (MHOKap/a, KIIaaHHOTo anmapara). Tem He
MEHEee BOIIPOC O CYIIECTBOBAHUH NEPBUYHOMN KapJHOMUOIIATHH Y JaHHBIX MAIMCHTOB IIPOIOKACT TUCKYTHPOBATHCS.

KuaroueBrble ciioBa: cuaapom MapdaHa, KapAHOMHONATHS.

Brenenne. Cuanpom Mapdana (CM) — HacIeICTBEHHOE, ayTOCOMHO-IOMHHAHTHOE 3a00JIeBaHUE, COMPOBO-
JKJIaroIeecs KIacCHYSCKUM HapyIIeHHEM COSIMHHUTENIFHON TKaHW, BOSHHKAIOIIEE BCIIEACTBHE MyTanuu rema FBNI,
KOAWpYIOIero cuHTe3 pudpmwuIiHa- 1, ¢ oxxumaemoii gactoror 3—5/10000 u moneit HeomyTanuit 20-25% [1]. dubpw-
TUH-1 HapsiTy ¢ APYTHMH OONBIIMME CyliepceMeiicTBaMi MHOTOIOMEHHBIX OeikoB obnanaer TOPP — curnanmsnpyro-
IMMH QYHKIUSIMHA BO BHEKJIETOUHOM Matprkce (BKM), mpr 3TOM BBITIONHSAS HAWBOKHEHUIIIYIO POJIb B MOAYJISAIUH (u-
3rosiornieckoit onogoctynHoctd TOPP [2]. AHOMaIMK yKa3aHHOTO MAaTPUIHOTO Oelika MPUBOMAT K TOBBINICHHIO, a
HE K YMEHBIIICHUIO BHEKIETOUHOTO YpoBHs TOPP («TOPP — mapamokcy»). B HacTosimee BpeMs TI0OKa3aHO W3MEHEHHE
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TOPB-curranu3aniy Npyu HapyIIeHAH IIETIOCTHOCTH OCHOBHBIX KOMIIOHEHTOB BKM B cTeHKe a0pTHI ¢ (pOpMUpOBAHHEM
AHEBPU3M/IMCCEKIINH — OCHOBHOW TIPUYHMHBI CMEPTHOCTH narentoB ¢ CM [3].

JpyruMm pacmpocTpaHEeHHBIM CePICYHO-COCYIUCTHIM MposiBieHneM CM SBIISETCS MPOJIAIIC MATPAIEHOTO Kilama-
Ha, 9TO MOXKET MIPUBECTHU K THKEIOH MUTPATBHON perypruTaIiy, TpeOyromel Xupypradeckoro BMenarenscTea. [lomu-
MO 3THX XOPOIIIO H3BECTHBIX CEPIICUHO-COCYANUCTHIX MposiBIeHnH CM NpaKTHKYFONIMMHU BpadaMH OTMEUaeTCsl MEJICH-
HO Pa3BHBAOIIASICS ITATOJIOTHS MHOKap/ia B BU/IE CBOCOOPa3HOW KapAHOMHOIIATHH [4].

[TaroreHeTHYeCKUMI OCHOBaMHU Pa3BUTHA cHenupIuecKoi kapauomuonarun npu CM B HacTosee BpeMs Mo-
TYT CUUTATHCS CIICTYFOIIHE TIPEITONOKCHHS.

MyTtanun FBN1 peannzyrorcs B cuHTe3e AeheKTHOTO GUOPHILTHHA, COMPOBOKIAIOIIETOCS HapyIIICHUEM €r0 Me-
XaHUYCCKUX (PYHKIUHA, 9TO MOXKET MPUBOAUTH K JKEITYTOYKOBOH ANCOYHKIMH [5]. [pyruM MexXaHU3MOM, depe3 KOTO-
PBIfl aHOMABHBIN (HOPMIUTHH MOXKET MPUBOIAMUTH K COKPATHTEIHFHON AUCHYHKIIMK MHOKap/a — 3TO Yepe3 MOTEePIo ero
BO3MOYKHOCTH CBSI3BIBAHHUS C MHTETPHHAMHE Ha TIOBEPXHOCTH KICTOK, KOTOPBIE HTPAIOT KIFOYECBYIO POIIb BO B3AaMMOJICH-
ctBuM Kietka-BKM, TeM caMbIM Hapyllas MEXaHOTPAHCAYKLHMIO BHYTPh KIETKH uepe3 HUTOCKeNneT [6]. Dta runoresa
MTOATBEPKIACTCS. HAOMIONCHHEM O POJTM WHTETPHHOB B Pa3BUTHUS KapJHOMHUOIIATHI B Pa3INYHBIX UCCICAOBATEILCKIX
moznensix [7].

C y4eToM COBpEMEHHBIX BO3MOXXHOCTEH 110 MPODIIAKTHICCKOMY JICUCHHUIO aHEBPU3MBI KOPHS aOpTHI B BHIC €€
MIPOTE3NPOBAHUS Ha IIEPBEIH TUIAH MOXKET BBIXOIUTH MATOIOT U, KOTOpasi ObITa CKPhITAa OT MEAUIIMHCKOTO HAOIONCHUS
CITy4dasiMH BHE3AITHOW CMEPTH, B YaCTHOCTH KapauoMuomnarus mpu CM.

Ieap paboTel — Ha OCHOBE OIICHKH CHCTOJIMYCCKON M THACTONNYECKOH (YHKIIMM MUOKap/a dXoKapauorpadu-
YECKHM METOJIOM ITOATBEPIUTH HIIH ONPOBEPTHYTh HATMYUE NIEPBUYHON KapJHOMHUOIIATHH y annueHToB ¢ CM.

Marepuansl u MeToabl. B nccienosanne BrimodeHbl 50 genosek (3349,3 rona). Cunnpom Mapdana auarao-
ctupoBaH y 23 yenoek (JK:M / 7:16); 27 denoBex cocTaBuiy Ipyminy KoHTpois 6e3 mpusnakoB HHCT, comocTaBumblie
1o Bo3pacTHbIM (30,2+8,6 rona) u renaepHbiM (K:M / 7:21) xapakrepuctukam. Cuaapom MapdaHa TuarHoCTHPOBAIICS
Ha ocHoBe ['eHTCKHX KpuTepues (2010) [8].

Bcem marpieHTaM IpoBeACHO 3XOKapaHOTrpadUuecKoe HCCIISIOBAaHUE C OICHKOH KOHEYHOTO THACTOIMYECKOTO
1 CHUCTOJHYECKOTO 00BEMOB Cep/lia, (ppakIMy BEIOpoca M IPYyrUX MoKaszaTeiel (Tabiuma) pyu CpaBHEHUH C TPYIIOH
KOHTpOJsL. KpuTepusMu HCKITIOUeHHS ObIITH XUPypPTrUYecKre BMEIIaTeIbCTBA HA MUOKape, a TakKe 3HAYUTEIbHAS KiTa-
MaHHAs perypruTanus. B cBs3u ¢ aHaTOMUYecKUMH pa3nidausiMi ipi CM B cpaBHEHHH C TAIlIEHTaMH 0e3 MPU3HAKOB
HHCT npu comocraBieHHH pa3MepoB cepliia MPUMEHSUIaCh HOPMAIN3aIHsl TI0Ka3aTelie Mo TUIOMIAaaH OBEPXHOCTH
Tena.

Pe3yabTaThl M UX 00cy:kaeHue. KOHCUHBIN THACTONMYECKHA U KOHEUHBIA CHUCTOMMYECKU 00beMbl mpu CM
MIPEBBIIIATH TAaKOBBIC B TPyIIe KOHTPoisL. [Ipn HopMamH3auy 1Mo IUIoIa i IIOBEPXHOCTH TeJla 3HAYUMBIC pa3Indus B
TPYIIax COXPAaHsIINCH. Pe3yabpTaTsl IpeCTaBICHBI B TAONHUIIC.

Tabmuma — DxokaparorpaduaecKie napaMeTpsl y maueHToB ¢ CM B CpaBHEHUH C TPYIIIOH KOHTPOIIS

Ilokaszarenu Cunnpom Mapdana (n = 23) | Konrpomas (n=27) p
KI0 130,72+51,01 110,18+22,29 0,03
KCO 48,61+£30,10 32,58+9,38 0,003
KIO/MIIIIT 604,88+22,98 33,84+29,76 0,001
KCO/ITIT 23,9848+13,89 9,96+9,09 0,001
YO 84,28+31,72 77,63+16,50 0,29
®B,% 64,25+8,37 70,53+5,71 0,001
Wupexc Muokapaa 144,50+116,12 96,27+24,63 0,02
Bpemst n30BOIFOMHYECKOTO COKpAIeHHUs, C 0,04+0,01 0,04+0,01 0,17
Bpewms n30BomOMIUECKOTO paccnabieHus, ¢ 0,08+0,02 0,07+0,02 0,03
TAPSE, mm
Cucronuyeckoe cMeIIeHUue TPUKYCIUIaTbHOTO 19,50+5,24 21,95+3,03 0,04
koubiia (CCTK)
E, m/c 1,10+0,44 0,84+0,14 0,001
A, m/c 0,72+0,25 0,53+0,10 0,0001
E/A 1,53+0,38 1,63+0,39 0,35
AT 0,259+0,064 0,205+0,044 0,028

V nanuentoB ¢ CM oTMeUeHBI CiTydan HapymieHHs cucTonndeckoit ¢pynknuu JIDK, HecMoTps Ha MOJI0JI0H BO3-
pacT, B TO BpeMs KOT/Ia Y MallMeHTOB B TPYTIIE KOHTPOJIS TAaKUX CiIydaeB He Obut0. dpakius BeIOpoca y marnueHToB ¢ CM
64,25+8,37 moctoBepHO ObLIA HIDKE, YeM B Tpyrie koutposs 70,53+5,71 npu p = 0,001.

Cucronmmyeckoe cmerenue Tpukycnuaanbaoro konbia (CCTK) (Tricuspid annular plane systolic excursion —
TAPSE) siBnsieTcs mokasaTesieM OICHKU IPOIOIBHON (YHKIIMH MPABOTO XKEITyA0dKa U ITOKAa3bIBACT CTECIICHb CHCTOIYe-
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CKOTO JIBMJKEHUS JIATEPaJIbHOM 4acTH TPEXCTBOPYATOTO KoJiblia K Bepxyiuke [9]. 1o nanusiM nureparypsi, CCTK koppe-
mupyert ¢ ¢ppaknueit Beiopoca ITK, onpenenennoit ciipaturpadueii [10]. B rpynme CM Haomonanock camkenne CCTK
B CpaBHEHHH ¢ Tpynmoit kouTpous (19,50+5,24 npotus 21,95+3,03, p = 0,04), 9T0 MOKEUT CBHIETEILCTBOBATH O COKPa-
TUTEJIBHBIX HAPYIICHHUAX MTPABOTO JKETYI0UKa.

VY nanmentoB ¢ CM HabIOAAINCh N3MEHEHHS B MHTEPCTUIINH, 9YTO MOXKET TPUBOIANTH K HAPYIICHUIO TACCUBHBIX
VIPYTHX CBOMCTB JIGBOTO JKETYJ0YKA, YTO MPOSBIISIECTCS B BUJIC aHOMAIbHON penakcaruu muokapaa (AT 0,259+0,064
npotuB 0,205+0,044 pu p = 0,028).

B HOpMe THTITHYHEIE ITOKa3aTeIN MUTPAIFHOTO KPOBOTOKA B IMACTONTy IMEFOT JiBa ITuKa: BorHa E 1 BomHa A. Tlep-
Bas oTpaxkaeT panHioro (E) ¢a3zy 3amonnenus JIXK, BTopas — mpencepaublii (A) KOMIIOHSHT JHACTOIHYSCKOTO 3aIoI-
nHenus JDK.

VY nanmenTtoB ¢ CM Habmonaetcst toctroBepHoe yBenuuenue nmukos E (1,10+0,44 nmportus 0,84+0,14, p = 0,001)
u A (0,72+0,25 npotus 0,53+0,100, p = 0,001) B cpaBHEHHH C TPYIIIOH KOHTPOJIS, YTO CBHICTEIHCTBYET O HAPYIICHUN
BHYTPHUCEPACIHON reMOTNHAMHKH, TIPY 3TOM COOTHOIIEHHE MHKOB E/A pazmuunii He umeet (p = 0,35)

[Ipn HOpMaNBHOH AMacToIMYecKor (DYHKIMH Ha JOIDICPOrpaMMe IPeodIagaeT MUK PaHHETO JHACTOIHYSCKOTO
HaIOJIHEHUs, KOTOpbIN B 1,5—1,7 pa3a Bbllle MUKa MO3AHET0 HAIIOJIHEHUS JKEITyA0UKa.

[Ipu cHIXEHHUHU pertaKcallii MHOKap/ia BBISBISICTCS CHIDKCHHE aMIUTUTYABI TiKa E 1 yBenn4eHwe BBICOTHI KA
A. Otnomrenne E/A ymenpmaercs mo 1 u Hike. OTHOBPEMEHHO ONpENENAeTCs YBEIMUCHNE BPEMEHH H30BOJFOMUYC-
ckoro pacciabnenust JIXK (IVRT) 6onee 90—100 Mc. Dtot tun auactonmdeckoit aucdynkipm JIK momyqwn Ha3BaHue
«3aMeIUTeHHOH penakcanmy. Hanbonee gacTeiMu (hakTopamu, BEIyIIUMH K (POPMHUPOBAHUIO TAHHOTO THIIA THACTO-
maeckor muchynknun JIOK, sBstoTest XpoHUYeckas: WM TPaH3UTOpHAs UIIeMus Muokapaa y 6oiapHeIXx MBC, kapmu-
OCKJIEpO3 JII000T0 TeHe3a, THIepTpodus MHOKap/a, MOPaKCHUs MepuKap/a, Ookaasl HoKek mydka [mca. ¥ marmeH-
TOB 0€3 MMaTOJIOTUH COSTUHHUTEIFHOM TKaHU JajbHEHIIee PorpeccupoBaHie HapyIICHNI BHY TPUCEPICUHOM TeMOTnHA-
MHKH TIPUBOIUT K pocTy aaBieHus B JII1 1 yBenmndeHHI0 mpecepIHo-KeTyJO9KOBOTO TpaIieHTa IaBICHHS BO BPEMs
(a3sl OBICTpOTO HaNOMHEHNUS. [[pOMCXOIUT 3HAYUTEITEHOE YCKOPCHUE PAHHETO THACTOINIECKOTO HATIOTHEHHUS KEITyH0Y-
ka (E) mpu omHOBpeMEHHOM YMCHBIIICHHH CKOPOCTH KPOBOTOKA BO BpeMs CHUCTOJNHI mpeacepaus (A). Poct xoHedHo-
JHacToNMIecKoro napieHus B JIOK cnocoOCTBYeT orpaHHYeHHI0 KPOBOTOKA BO BpeMsl TipefcepaHoil cuctonbl. [Tpowmc-
XOJIUT TIaTOJIOTHYECKAs «IICEBIOHOPMAITU3AIINSD) THACTONNUecKoro HarmoHeHus JIK ¢ yBenmdeHneM 3HaYeHUI MaKCcH-
MaJTbHOH CKOPOCTH paHHETO AWACTOIMYeckoro HaromHeHus (E) u yMeHbIIeHHeM CKOPOCTH MPEICEPAHOTO HATIOTHCHUS
(A). B pesynbrare otHonienue E/A yBenmuuBaercs a0 1,6—1,8 u Gornee. ITH U3MEHEHHSI COMPOBOXKAAIOTCST YKOPOUCHH-
eM (dasbl n3oBomomuaeckoro pacciadnenus (IVRT) menbiie 80 mc.

[Ipu curnpome MapdaHa B oTiin4ne OT BBIIICYKa3aHHBIX MATOJIOTHYECKUX COCTOSHHN, HECMOTpPS Ha YBEIIHYe-
HHE )KECTKOCTH MHUOKap/a 3a CYeT KOJUTareHa, MPOMCXOANT ME/UICHHOE YBEIIMUYCHUE €ro B pa3Mepe, U4To MMPHBOINT K 00-
Jiee MeJUIGHHOMY pocTy muka E mceBroHopManm3anun (He OBUIO 3aperHCTPHPOBAHO HU OJHOTO CITy9ail TICEBIOHOpMa-
JTU3AIAH).

3aki0ueHue:

1.V marmeHToB Mojomoro Bozpacta ¢ CM oTMedaeTcst CHIDKCHHE CHCTOIMYESCKON (DYHKIIMH JICBOTO YKETyIouKa
(ppaxmmu BEIOpOCA JICBOTO XKETyAOUKa) B CPABHEHUH C KOHTPOJIEM, HE CBSI3aHHOE C KJIAITAHHO MaTOJIOTHEeH 1 HIIeMH-
et muokapaa (64,25+8,37 nporus 70,53+5,71, p =0,001);

2.V mammeHTOoB MoJyoforo Bo3pacrta ¢ CM oTMe4aroTcsl MPU3HAKK CHIDKECHHS CHUCTOIMYECKON (DYHKIIMH TIpa-
Boro xenynouka (CCTK) B cpaBHEHHHU ¢ KOHTPOJIEM, HE CBA3aHHOE C KJIATIAHHOW MaTOJIOTHEW W WIeMHed MUoKap/a
(19,50+5,24 mpotus 21,95+3,03, p = 0,04);

3. [TarmenToB ¢ CM HabmomaeTcst cBoeoOpa3Hoe yBEIHYCHUE KECTKOCTH MHOKap/aa (YBEITHUCHHOE BPEeMs H30-
BOJIFOMHUYECKOTO pacciabieHus], yBeludeHne muKkoB E n A), 9410 compoBOXKIaeTCs AUACTOIHICCKON IUChYHKIHEH JTe-
BOTO JKEITyI09Ka.

4. VBenn4eHue pasMepoB Kamep CepAla, CHCTOINIECKas M JUACTOTHYCCKast TUCOYHKIINS Pa3BUBAIOTCS B MOJIO-
JIOM BO3pacTe M HOCSAT YMEPEHHBIH XapaKkTep, a TAK)Ke Pa3BUBAIOTCS MEUICHHO U aCHMIITOMATHYHO.

5. VckirodeHue W3 TPYIIBI UCCICIOBAHUS IMAIMEHTOB C TPyOOH KIIAITaHHOM MaToNOrHel CBHUACTEIBCTBYET B
IOJTB3Y MEPBUYHOCTH KapauoMuomnatuu mpu CM.

6. Pe3ysbTaTsl HaIIETO MCCIICTOBAaHHUS MOYKHO PacCMaTPUBATh KaK OCHOBAHHE JUIS BKIIOUCHHS ITAaTOJIOTHIECKO-
ro cocTostHUS MHOKapaa mpu CM B KadecTBe TEHETHIECKH 00yCIOBICHHOTO, CBI3aHHOTO C MATOJIOTHEH COCIMHUTEINb-
HOU TKaHW KapAHOMHOIATHH.
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CARDIOMYOPATHY IN MARFAN SYNDROME
Rudoy A.S., Uryvaev A.M.
Educational Establishment “The Belarusian State Medical University”, Minsk, Republic of Belarus

Marfan syndrome is an inherited disorder of the connective tissue. Marfan syndrome is characterized by the
formation of an aneurysm/dissection of the aortic root at a young age, which is the main cause of death. It is often observed
pathology of the heart (myocardium, valvular). Nevertheless, the question of the existence of primary cardiomyopathy
in these patients continues to be debated. The aim of the work was based on an assessment of systolic and diastolic
myocardial function by echocardiographic method to confirm or deny the presence of primary cardiomyopathy in
patients with Marfan syndrome.
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