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CI/IH;[pOM Mapdana (CM) — ogun u3 Haubosee
JACTBIX TEHETUUECKU JIeTEPMUHHUPOBAHHDLIX BAPHAHTOB
reHepaJn30BaHHOMN AMCIIA3UM COCAMHUTEIbHON TKAaHN
0 TUNYy JOJUXOCTEHOMeNUuHu. TpagiurmoHHO €ero
CBS3BIBAIOT C IaToJjorueid ¢ubpwwumHa [1], HO B
MOCJIETHIE TOAbI MHTEHCUBHO OOCYKJIAETCS MEXaHU3M
CUTHAJIONATUN — HapyIIEHHOW pelenuuu TKaHAMU
CUTHAJILHBIX IIUTOKMHOB ¥ TOPMOHOB, KaK Pe3yJbTaT —
Mopak€Hue MPAKTUYECKU BCEX OPTAHOB U CUCTeM [2-6].
ITonsatue «cunapoMm Mapdana», Kak U MNOHATHE «BO-
JIe3Hb», CTAHOBUTCSI COCTOSIHHEM, UMEIONTIM BAPUAHTDI
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pa3BepThIBAHUSA ITO TONMKE U BpemeHU. I1pn onucanun
OpraHsHbIX usMeHeHuil npu CM ocCHOBHOE BHUMaHHE
VIEISAIOT COCTOSHMIO CEpPJIla U aOPThl Kak Hamboiee
JacTO ONPEJENAIONIUM WHBAIUTHOCTD U CMEPTHOCTD Y
JAHHBIX 60JIBHBIX. Y HOBOPOXAeHHBIX CM BcTpeuaeTcs
KpaifHe peaxo, MaHUdecTHas KINHUYECKas KapTHUHA
¢opmupyercs B nybepTATHBIH TEPUON U IIO3XKE.
HenocraTouyno cBegeHnil 0 AMAarHOCTUYECKU 3HAYUMBbIX
PaHHIX MOP(OMETPUYIECKUX U3MEHEHUSIX KaMep cepl-
na. Masio ceeieHul ¥ O AMACTOJNYECKUX HAPYIICHUSIX,
KOTOpBIE IPEILUICCTBYIOT CUCTOINIECKUM [7].

Morphometric and functional characteristics of the myocardium in children

and adolescents with Marfan syndrome

Ultrasound cardiography was performed in 95 children and adolescents with Marfan syndrome ranging in age from 8 to 20
years (median age - 14 years). It is noted that normalized aortic diameter in children with dysplasia of connective tissue and
body surface area of 1.3m? and higher exceeds the normal value. The Marfan children showed increased left ventricular mass,
prolonged isovolumic relaxation period, and reduced rate of myocardial relaxation. These data indicate impairment of left

ventricular (LV) diastolic function in Marfan syndrome patients.

Key words: Marfan syndrome, children, adolescents, myocardium mass, myocardial compliance.
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Lienb pa6oTbl: 110 JaHHBIM YIBTPA3BYKOBBIX HCCJIENO-
BaHMH, YCTaHOBUTb OCHOBHBIE MoOpdoMeTpuueckue
ImapaMeTpbl JIEBBIX OTJAEJIOB Ce€pAla W aAOPTHI,
ONPENENUTD IIOKA3aTENU JUACTOJbI JIEBOTO KEIYyAOUKa
(JIZK) y nereit m nmogpoctkos ¢ CM, BbIIEIUTH Cpeau
HUX JUArHOCTUYECKU 3HAYNMBbIE.

MATEPWUAJIbI U METO/Ibl UCCNENOBAHUA

O6cnenosaner 95 nereit m moxpoctkoB ¢ CM B
Bo3pacre ot 8 no 20 yer (Mexuana — 14 sxer). Jluaranos
yCcTaHaBIMBaIu 110 lenTckum kpurepusm [8].

YIBTPa3BYKOBYIO JIOKAI[UIO CEpJLa ITPOBOJIIIN
o pexoMeHjaanuaM 3kcuepros BO3 [9] n
coBMecTHOTO EBpomnelicko-AMEpHKaHCKOTO CTaHJapTa
[10]. YabTpasBykoBble HCCI€JOBAHUS BBINOJHSIA Ha
ammaparax AKYCOH XP (CIIIA) u AKBIOBUMKC
(¥Osxnas Kopest) npu yacrore usiaydenus 3-5-7 MIiy.
OnenuBaau MOp(OQYHKIMOHAIbHbIE IAPAMETPDI
MUOKapZa Hu COCTOSIHHE aopThl y jereil. Paszsr
CepJIEYHOrO IUKJIA ONPEJENSIN IO XAPAKTEPHUCTUKE
nswxenus sagneinn creuku JIOK. B cBa3u ¢ tem, 4uto
006cIeOBAaHNE ITPOXOJUIN JETH Pa3HOTO BO3PaCTa,
MBI CTAaHJAPTU3UPOBATH Pa3MepPbl KaMep CepAara u
JUAMEeTP A0pTHI IO IUTomaau Tesna. Maccy Muokapaa
JOK (B rpammax) paccumTtbiBain mo Qopwmyram N.
Nanda et al. [11]. B xaguecTBe 0JHOTO U3 MOKa3aTeaeit
3JIACTUYHOCTU MHUOKAPJAA HUCIOJIb30BATU 3HAUYCHHE
cxopoctu ypenmuenus jguamerpa JIXK B amacroiy,
TO €CTh PA3HUIYY MEXAY KOHEUYHO-JUACTOTHYECKUM
U KOHEUYHO-CUCTOJUYECKUM JUAMETPAMU 32 IEPHOJ
auacrossl. Jns yTodHeHUs MOPQPOMETPUICCKUX
IoKasaTesel cepAlia OIpeAesI pa3Mepsl MOJI0CTel
JIUK, npencepansa u aoptel y 136 gereli ¢ cungpomMom
THIIE PMOOIIBHOCTU CYCTaBOB, KOTOPBII pacCMaTpUBa-
IOT KaK OAWH M3 MAapKEPOB AUCILIA3UU COEIMHUTE b
HOU TKaHU. B 3aBUCUMOCTH OT 3THHUYECKHUX OCOOGEH-
HOCTEH 3TOT CHUHAPOM BCTPEYAETCH B MONYJSIHU
c gactoroil 5-10% u 6onee. OH UMeeT MHOTO OOIIUX
nposasiaenut ¢ CM [12, 13]. Psaj aBTopoB cunTaeT BO3-
MOXKHBIM OIHICBIBATH AMACTOIUYECKUE HAPYIIEHUS Ha
npumepe cuHapomMa Mapdana u cxogHbix (related)
paccrpoiicts [14]. Pesynprarer 06paboTaHbl MaTeMa-
TUYECKU.

PE3YJIbTATbl UCCJIE[OBAHUA

ITopakenue cepana (npojabupoBaHHE KJIAIIAHOB,
UX MHUKCOMAaTO3Has JereHepaius) U aopTel (ee
pacumpeHue BIUIOTH 0 ()OPMHPOBAHUSA AHEBPH3MBI)
CYUTAETCA OJHUM U3 KapJAUHaJIbHBIX IpusHakoB CM.
OaHako IPeACTOUT BLIACHUTD, Kakue MopdoMeTpudec-
kue xapakrepuctuku JIZK MoXHO cuuTaTh AUarHOCTU-

YeCKH 3HAYUMBIMU JUIg JieTed C Juciiasuei
COEMHUTENLHOMN TKAHM.

Mzr onenmin nuamerpsl JIZK u teBoro npejcepaus,
CTaHJAPTU3UPOBAB UX 110 OTHOUIEHMIO K ILUIOUIAIH TEJIa.
Koneuno-cucronmueckuii pazmep JIUK kxakx mokasarenn
HACOCHOH (PYHKIMM cep/Iia He U3MEHSICS, TaK JKe KaK 1
JUaMeTp JIEBOTO NpEeACEpAMs, ake HEeCMOTps Ha
Hammuue peryprutanyu I-II crenewneit (maba. 1, 2,
epaguxu 1, 2). MOKHO NPEAIIONIONKUTb, YTO B 3TOM
BO3pacTe rpyonie MopdoMeTpUdYecKHe H3MEHEHHS
cep/1a eme He cpOpMUPOBaINCE.

boyiee 4yBCTBUTENBHBIM OKa3ajJOCh H3MEHEHHE
CTaHJAPTU3UPOBAHHOIO IIOKA3aTeJs JUaMeTpPa AOPThL
ITo mepe pocra pebGeHKa NIPOUCXOJUT YBETUYEHHE
CTaHAAPTU3UPOBAHHOTO JUAMETPa aOPTLI, KOTOPBII
IPEBBINIAET AHAJOTHYHBIE Pa3Mepbl y 3J0pPOBOTO
pebenka (maba. 3, epagux 3). Takum oGpasowm,
MMEHHO 3TOT IIOKa3aTeJb MOXKET OBITh BBIOpAH Kak
JUAarHOCTHUYECKN 3HAYuMbIi. OJHAKO OTCyTCTBUE
pacmupeHns aopTHl IPU IJIOMALU Tejaa pebGeHKa
MeHee 1,3 M* emme He CBUAETENLCTBYET 00 OTCYTCTBUU
CHHJpPOMa JJOJUXOCTEHOMEIUH.

YauTpiBag reMoJUHAMHYECKHe CIBUTU Y JEeTel
c CHUHJPOMOM Mapdana (nmposabuposanue
MUTPJIBLHOTO KJallaHa, PEerypruTanusd, HaJludue
Yy HEKOTOPBIX U3 HUX JBYXCTBOPYATOrO KJIallaHa aOPTHI),
MBI ONpEJEIUIN  CTAaHAAPTU3MPOBAHHYIO  MAacCy
MHOKapaa (Ha Iromans Tena). ¥ jgereir ¢ CM macca
MUOKapAa yBeaumdeHa (maba. 4, epagux 4). 1 B rpynmne
nanueHToB ¢ CM, m B KOHTPOJBHOH Tpynme JeTu
CIIOPTOM H€ 3aHUMaJIUCh. MOKHO IIPEAIIONIOKUTD, YTO
yBEJIMYEHHE MacChl MHOKAapJa BBLI3BAHO HE TOJBKO
BepoATHONH oO0bemMHON mneperpyskoit JUK na domne
perypruTanuu, CUMIIATUKOTOHUHU, KOTOPAs CYUTAETCS
OJIHUM U3 YCJIOBUH BO3HUKHOBEHHA (PeHOMEeHa
IpoJabUPOBAHUA MHUTPAJIbHOIO KJIalaHa, HO U
M3MEHEHUEM CaMOTO MHUOKapja TOTO K€ XapakKTepa,
YTO U3MEHEHUS B CKEJIETHBIX MBIIIAX, — Pa3BUTHEM
coepunuTenbHOM TKaHu. Ho sra rumoresa tpebyer
IIPOBEPKH.

M3meHneHne Macchl MHOKapjha BJ€YeT 3a Cc00Oi
u3MeHeHue guacTtosnbl. Ilo  HamumM  jJaHHBIM,
JUINTEIBHOCTDL (pa3bl OBICTPOrO HAIIOJHEHUA He ObLIa
nsMeHeHa. OJJHAKO JUINTETbHOCTD (pa3bl M30BOJIOMHOIO
paccrabieHns yBeJIMYeHa CTATUCTHUYECKH 3HAYHUMO
(mabn. 5, epagux 5).

B xadecTBe moxasaTess 3JACTUYHOCTU MHOKapJa
MBI HCIIOJIb30BATH BEIHMYHHY CKOPOCTH YBEJIMYECHUS
muamerpa JIOK B amacrosy, TO ecThb pasHHIYy MEXAy
KOHEYHO-JUACTOJINYECKIM U KOHEYHO-CUCTOJNYECKUM
JUaMeTpaMy B TEUYEHHE JUACTOJbl. ITa BETUYMHA
CBUJETEILCTBYET O KOMILJIAMEHCE MBIl CEPALA,
ee CII0COOHOCTU JOCTATOYHO OBICTPO PEarupoBaTh
Ha TpebGyeMoe wu3MeHeHHEe ob6bemMa (maba. O,

epagux 6).
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Ta6bnuua 1

KOHEYHO-CUCTONMYECKNUA pa3mep NEBOro Xenyaoyka (cm) B 3aBUCUMOCTHM OT nnowagu tena, m?

NMnowaps Tena, m* . Menuana i \ p Mann-Whitney
i Hopm. 17 1,70 1,50 1,80 :
0,3 : : : : : : 0,433204
i Aucenn. : 17 : 1,70 : 1,50 : 1,80 :
§ Hopm. 17 1,80 1,60 1,90 %
0,5 : : : : : : 0,759632
t Oucnn. 17 1,80 1,70 1,96 :
© Hopm. 17 2,20 2,10 2,40 i
0,7 ; : : : : : 0,683212
i Nucnn. : 17 : 2,25 : 2,10 : 2,35 :
© Hopm. 17 2,40 2,20 2,65 :
0,9 : : : : : : 0,375281
1 Aucnn. 17 2,35 2,20 2,50 :
Hopm. 17 2,60 2,30 2,85
11 : : : : : : 0,759632
: Oucnn. : 17 : 2,60 : 2,40 : 2,80 :
© Hopm. 17 2,80 2,60 3,00 :
1,3 3 : : : : : 0,357060
: Aucenn. : 17 : 2,80 : 2,60 : 3,20 :
Hopm. 17 2,90 2,70 3,30
1,5 : : : : : : 0,474458
: Aucnn. 17 2,90 2,70 3,30 :
© Hopm. 17 3,20 2,70 3,40 é
1,7 3 : : : : : 0,733861
1 Luenn. : 17 : 3,20 : 2,96 : 3,40 :
Fpachuk 1 O Median
KOHEYHO-CUCTONMYECKHUIA pa3Mep NEBOro Xenyaoyka |:| 25-75%
y AeTell ¢ gucnnasuei coeguHnTenbHoi Tkauu (1) m 6e3 Hee (H) T min-max
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NMnowapb Tena, m2/cratyc
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Tabnuya 2

Pa3mep neBoro npeacepaua (cm) B 3aBUCUMOCTH OT Nnnowanu tena, m?

Mnowans Tena, M | . Menuana i . p Mann-Whitney
© Hopm. i 17 i 1,72 i 1,60 i 1,75 i
0,3 : : : : : : 0,274293
] fAucnn. : 17 : 1,72 : 1,60 : 1,75 :
§ Hopm. 17 1,90 1,80 2,20 %
0,5 : : : : : : 0,609829
t OAuenn. 17 1,90 1,80 2,20 :
© Hopm. 17 2,20 2,10 2,30 i
0.7 : : : : : i 0,785665
1 Aucnn. : 17 : 2,20 : 2,10 : 2,30 :
§ Hopm. 17 2,30 2,10 2,40 :
0,9 : : : : : : 0,231307
E Nucnn. 17 2,25 2,10 2,40 :
Hopm. 17 2,40 2,25 2,65
1,1 : : : : : : 0,562892
: OAuenn. : 17 : 2,45 : 2,25 : 2,70 :
© Hopm. 17 2,60 2,50 2,75 :
13 ; : : : : : 0,413360
: fAucnn. : 17 : 2,60 : 2,50 : 2,75 :
Hopwm. 17 2,70 2,40 2,90
1,5 : : : : : : 0,811933
: Duenn. 17 2,70 2,50 2,76 :
. Hopm. 17 YY) 2,60 300
1,7 3 : : : : : 0,474458
1 HAucnn. : 17 : 2,75 : 2,60 : 3,00 :
Tpachuk 2 O Median
Ipachmyeckoe n3obpaxeHue AUHAMUKH CTAaHRAPTM3MPOBAHHOIO pa3Mepa NeBoro npepcepans |:|25-75%
y AeTel PasnuYyHbIX BO3PACTHBIX FPYNN ¢ AUCNNa3nei COEANHUTENbHOW TKaHK (1) n B KouTponbHoi rpynne (H) T min-max
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Ta6bnuua 3

OAwameTp aopTtbl (CM) B 3aBUCUMOCTH OT NNOWapu tena, m?

Mnowapb Tena, m? MepaunaHa p Mann-Whitney
Hopm. 17 1,72 1,60 1,75
0,3 0,274293
Auncnn. 17 1,72 1,60 1,75
Hopm. 17 1,90 1,80 2,20
05 0,609829
Oucnn. 17 1,90 1,80 2,20
Hopm. 17 2,20 2,10 2,30
0,7 0,785665
Auncnn. 17 2,20 2,10 2,30
Hopm. 17 2,30 2,10 2,40
0,9 0,231307
Auncnn. 17 2,25 2,10 2,40
Hopm. 17 2,40 2,25 2,65
1.1 0,562892
Oucnn. 17 2,45 2,25 2,70
Hopm. 17 2,60 2,50 2,75
1,3 0,413360
Auncnn. 17 2,60 2,50 2,75
Hopwm. 17 2,70 2,40 2,90
1,5 0,811933
Auncnn. 17 2,70 2,50 2,76
Hopm. 17 2,80 2,60 3,00
1,7 0,474458
Ouenn. 17 2,75 2,60 3,00
lpathuk 3 O Median
Fpathuyeckoe n3obpaxeHne AUHAMUKN CTAHAAPTU3NPOBAHHOIO NOKa3aTensa fuameTpa aopTbl y AeTen |:|25-75%
C Aaucnnasuvei COeAMHNTENbHO| TKaHU (1, NYHKTUP) U B KOHTponbHOW rpynne (H, cnnowHas nuHus) T Min-Max
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Ta6bnuya 4

CooTHOWweEHMEe mMacchl muokapaa (r) m nnowapu
Tena (m2?) y peteit ¢ cuippomom Mapdana
M B KOHTPONbHOW rpynne

n iMeguawa: Min

Ta6bnuua 5

Bpema n3oBOoNKOMHOro paccnabneius (c)
NeBOro Xenypoyka y geTei ¢ CAHAPOMOM
Mapdgana

‘Meguasa: Min

Cungpom Mapdhana 16 0 0093 | 0069 | 0,120

Cunapom Mapana, A

nponanc ¢ perypruvauue : 19 1254 89.9 163,7 3 : : :
KowTpons 19 861 739 | 1027 AL B B Mt M
Fpathuk 4 Fpadink 5

CTaHaapTU3MPOBAHHbBIA NOKa3aTenb MacChbl MUOKapAa y
peted ¢ cuHgpomom MapdhaHa u B KOHTPONbLHOW rpynne

Bpemsi n30B0JIIOMHOr0 paccnabneHus (c) neBoro Xenyaouka
y aetei ¢ cuiagpomom MapchaHa u B KOHTPONLHOW rpynne

170 013
160 012
150 0,11
140
0,10
130
[ = | 0,09 =
120
0,08
110
100 — 007 i |
90 0,06 o
[ = |
80 0,05 _L
7“ T T T T 0!04 T T T T
CuHgpom Mapchana o Median Cuipgpom Mapchana o Median
KonTpons [[] 25-75% Kowtpons [] 25-75%
p = 0,000001 T Min-Max p=0,000002 T Min-Max
Ta6bnuua 6 rpacdhuk 6

CkopocTb YBENIMYEHUSA UAaMeETpa NeBOro
Xenyao4yka B AUAcCTONy y AETEH C CHHAPOMOM
Maptgana n B KOHTpONbHOW rpynne (cm/c)

n :Meauawa; Min | Max

Cunppom Mapdana 21 105 o 130

Koutpons 21 129 110 143

Fpathuyeckoe n3obpaxeHne nokasatenem CKOpPoOCTH
YBENUYEHNA AMamMeTpa NeBoro Xenyao4yka s guacrony
y peted ¢ cuiapomom MapcthaHa u B KOHTPONbHOW rpynne

150

140

130 =]

120

110

100

90

80

70

T
Cunppom Mapdhana = Median

[] 25-75%

T Min-Max

2 = 0,000000 KoHTponb
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