CunapoMm Mapdana, Marfan syndrome
3a00J1eBaHUe U3
I'PYIINEI HACIEACTBECHHBIX
KOJIJIAr€HOITIaTUH,
3200JIEBAHUE COCIUHUTEIPHOM TKAHHU
yeJIOBEeKA.
AYTOCOMHO-IOMHHAHTHOE COCTOSIHHUE,
BbI3BaHHOE Jicpekramu B FBN1 rena Ha
XxpoMocome 135.



[Ipoucxoaut myTanus reHa puoOpuminHa-1. Jlokanuzanus reHa — B JJIUMHHOM
miede 15 xpomocomel, none 21 (15q15-g21.3). Cyts myTanum — 3aMeHa
B Oenke (MOpUIJIMHA IPOJIMHA Ha apruHuH. B pe3ynbprare mpoucxoauT
MOBBIIICHNE CUHTE3a KOJIJIareHa TUIla 3 U YMEHbIIICHHE
cojep:KaHus KoJlJIareHa THIa 1, B HOpMe COOTHOIIICHHUE KoJIareH-1:
koJutareH-3=6:4;, a npu Cuaapome Mopdana=3:7.




BriepBbie npr3HaKy 3a00J1€BaHUS ObLIM ONIHCAHBI
Bunesimcom (1876), B moCIeayIOMKE I'OJAbI 3Ta
00JIe3Hb HAOIIOAAIach (PPaAHIY3CKUM II€JUaTPOM
A. Mapdanom (1896), naBmmm mmaroJIorTuu CBOE
UM

Mapdana, beprnapg JA (1858 - 1942)



CuMnTomMbl
CoO CTOPOHBI MBIIIEYHO-CKEJIETHOH
CHCTEMbI




JTOJINXOCTEHOMUEIIUS




nedopMalii NO3BOHOYHUKA
( CKOJIMO3, JIOPA03, TUIICPKU(PO3)




nedopmanms nepeaHer CTCHKU
IPYAHOM KJICTKHU (BAABICHHAS TPYIb,
"KypuHas rpyab ')




IIJIOCKAA CTOIIA




I'MIICPIIOABMIKHOCTD CYCTABOB




BBICOKOE TOTHUYECKOE HEOO




HCIOPA3BUTHUC BepTJIy}I{HOﬁ BITA I HDBI




CO CTOPOHBI CEPACYHO-COCYAUCTON CUCTEMbI:
OUJIaTalus KOPHS a0PThl, A0OPTAIbHAS PETYPIrUTaLUA,
paccilavBaroas aHeBpU3Ma aOpThI, IPOJIAIC
MUTPAJILHOIO KJIallaHa, PETyPruTanus KpOBU IPH
HEI0CTAaTOYHOCTH MUTPAJILHOTO KJ1allaHa

HegocTaroyHOCTb a0OPTanbHOro KnanaHa

perypratauma

aopTanbHbIN KnanaH
neBbn

Kenyaouek

npasbin
Kenygouek



OCHOBHOM M CaMOM 4aCTOW MPUYMHON CMEPTU Y OOJIbHBIX
CUHJIpOMOM MapdaHa SBII€TCS pa3pbiB AHEBPU3MBI a0PThI

Mpuvepsi & i R | g& Ascending

QHEeBpP1aM L |4 ‘ :
! | BHyTpeHHwiA ‘ aortic
il CAO CTEHKM | -

| aneurysm §g

PA3PHIB

F Y : <
y Y
i, ;
MonepeyHsii cpes R i g

PACCAOMBLUISHCSH QHEBPUAMBI




Co CTOpPOHHI IVIA3HOT0 aNmapara; upuao0ACHE3
(IpOo’KaHWE XPyCTaJIMKa BCICACTBUE
C1a00CTH LIUHHOBOM CBSI3KH ), ITOJBBIBUX XPYCTAINKA,
OTCJIOMKA CETYATKH,0JIM30PYKOCTh BBICOKOM CTEIICHHM.




CunapomoM Mapdana crpagaiu
HECKOJIBbKO BCEMHUPHO N3BECTHBIX
nmayHocten: I .X.Auaepcen, H.I1larannuu




Kopuen UykoBckui, ABpaam
JIMHKOJIbH




Jledenune 001bpHBIX ¢ CuHAPpOMOM Mopdana
(Kak W nOpyd OOJBIIMHCTBE BPOXKICHHO-
HACJIEACTBEHHBIX CHHAPOMOB) paHEe OBLIO
CUMIITOMATHYECKHUM.

Teneppr pa3paboTaH W BHEAPEH B NPAKTHUKY
MaTOr€HETUYECKUU METO]T JICUCHUSA
Cunapoma Mopdana -
KOJUIar€HHOpMaJIM3yrolass tepanus. MeToj
OCHOBAaH Ha KOPpPEKUMH  METa00JIu3Ma
KOJIJIarcHa 51 OPYTUX KOMIIOHCHTOB
COEIMHUTEIHLHON TKAHU.



