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Pe3iome. B I[aHHOﬁ Haquoﬁ pa60Te MbI IIPOBOJUIIM HCCICAOBAHHC MCXAHHW3MOB PAa3BUTHUA
AHCBPHU3M U paccnoeHm?I aopTbl € HNO3HMLOHWH TCOPUU TCHCCTPUTU, a TAKKC B3aUMOCBA3b JAaHHBIX
nopakeHuii ¢ cuaapomom Mapdana. M30siTounas aktuBaius 1GF-b, conmpoBokparomascs ycuinenuem
cuHTe3a JedekTHoro ¢GuOpwUMHA-1, BeleT K yBEIHUEHHIO BbICBOOOXKIcHHMS TGF-b u3 marenTHoro
COCTOSIHHMS, TE€M CaMbIM 00pa3ys TOpPOYHBIA Kpyr W BBI3BIBasg HApyIICHUE CTPOCHHs, (YHKIUH,
HECOCTOATEJILHOCTU U Pa3pbIBy aOPTHI.

KuroueBble ciioBa: TeHCErpuTH, CHHAPOM MapdaHna, aopTa, aHeBprU3Ma, paCcCIOCHHE.

Resume. In this scientific work we did a research about mechanisms of the development of aneu-
rysms and aortic dissection from the position of the theory tensegrity and also interdependence this in-
formation of lesions with the Marfan syndrome. Excess activation TGF-b which go with increase nuclear
fusion of incomplete fibrillin-1 lead to increase of release TGF-b from delitescency. By that vicious circle
is formed and induce structural disruptions, functions, failure and aortic rupture.

Keywords: tensegrity, Marfan syndrome, aorta, aneurysm, dissection.

AxkrtyanbHocTh. Tencerputu (ot anrmiickoro “tensional integrity”, T. e.
HaNpsHKCHHAST WHTETPATbHOCTh) - CUCTEMa B3TJISI0B, ONMMCHIBAIONINX CAMOHAPSIKCHHBIC
KOHCTpyKIuu. buosor Jlonansa Muroep noa BausHUEM uael apxutekropa bykmuHcTpa
dyiepa TPUMEHWIT MPUHIIUIB TEHCETPUTH K OMOJOTUYECKUM CTPYKTYpPaM U BBIABUHYII
TEOPHUI0 O CAMOHANPSDKEHHOM CTPOEHUM KIIETOK, COIVIACHO KOTOPOW ITUTOCKENET KIIETKU
MOYHO MPEACTaBUTh KaK CAMOHAIPSIAKEHHYIO KOHCTPYKIIHUIO.

Cunmpom Mapdana - ayTOCOMHO-JOMHHAHTHOE 3a00JIeBaHHE W3 TPYIIIBI
HAaCJIEICTBEHHBIX MATOJIOTUN COEIMHUTENBHON TKaHU. PacipoCcTpaHEeHHOCTh B OMYJIALIMU
I ma 5000. CuHapom BbI3BaH MyTalME€W TeHa, KOAMPYIOIIETO CHUHTE3 TIIMKONPOTEHHA
¢ubpmwmuHa-1. OgHUM U3 BaXKHBIX CUMIITOMOB JJAHHOTO CHHIPOMA SIBIICTCS TUjIaTaIvs
KOpHSI a0pThl, HAUMHAIOLIASICA C CUHYca BanbcanbBbl, Mporpeccupyromias ¢ BO3pacTom, U
B KOHEYHOM MTOT€ MPUBOAIIAS K PACCIAUBAIOLIEHCS aHEBPU3ME A0PTHI.

Heab: paccMOTpeTh MPUHIHUIIBI CTPOSHUS KMBOTO OpPTaHM3Ma C TMO3UIMI TEOpHUH
TeHcerpuTH. PaccMoTpeTh MOJIEKYJIIpHBIE U KJIETOYHbIE MEXAHU3MbI Pa3BUTHUSI aHEBPU3M
Y PAacCIIOEHUH a0pThl B KOHTEKCTE TEOPUU CAMOHANPSHKEHHBIX KOHCTPYKIIMH.

3agaum:

1. W3yuuTh HayuyHblE CTaThbu II0 MEXAHOTPAHCIYKIIMU, MOJICKYJSIPHBIM U
KJIETOYHBIM ME€XaHW3MaM Pa3BUTHS aHEBPU3M C TOUKHU 3PEHUS TEOPUH TEHCETPUTH.
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2. Ilpy moMmomu TEHCErpalbHOTO KalbKYJATOpa MPEINOJIOKUTEIBHO MOCTPOUTH
MOJIEIb A0PTBHL.

3. U3yunth sKCrIeprMEHTaIbHbIE MOJICTH KJIETOUHOTO TEHCETPUTH.

Matepunan u meroabl. MaTtepuanoM JUisi HCCIEAOBAaHUS CIY>KUIH 3apyOeKHbIC, B
TOM 4YHUCJE AaHIJIOS3bIYHBIE, HAay4yHble CTaTbU. VICIIONB30BaHbl  TEHCETPAIbHBIE
r€OMETPUYECKUE MOJEIH CTPOCHUSI aOpThl, KIETOK COCYAMCTBIX TJIaJKUX MHOLIMTOB,
OTHIEIBHBIX  MOJIEKYJSIDHBIX  BHYTPU- W BHEKJIETOYHBIX  CTPYKTyp. M3ydeHsl
DKCIIEPUMEHTAJIbHBIE MOJENHM KYJbTUBHUPOBAHUS M DKCIPECCUU T[E€HOB KIETOK IpH
BO3/EHCTBUM Pa3INYHbIX (PU3NUECKUX (PAKTOPOB.

Extrinsic injuries
(blood-borne protease overload)

{genetic stress
Proteolysis

Acute rupture
Dissection

Puc. 1 — Cxemaruueckoe MMpEACTaBJICHUC HaTO(bHSHOHOFquCKHX ACTCPMUHAHT aHCBPU3M U paCCHOCHI/Iﬁ
A0pThI U HGH'I’pElJ'II:HOfI POJIN IIaAKOMBIIIICYHBIX KJIIECTOK

PesyabTarel m ux o0cy:xkaeHue. COracHO TEOpUM TEHCEIPUTH, aopTa
MPEACTABISIET COOOM CaMOHANPSKEHHYI0 KOHCTPYKIMIO HAa pa3JIMYHBIX YPOBHSX M B
pa3HbIX MaclITadax OpraHU3alMK KUBOTrO opraHu3ma. [loaTBepKaeHueM CiiyKUT TO, YTO
KJIIETKA COCYAUCTBIX TJAaJKHMX MHOLMTOB, NMPEACTABISIONIMX MBIIIEYHbIA KapKac aopThl,
TaK)Ke NPEJICTAaBIIAIOT COOOM CcaMOHaIpsHKEHHbIE cUCTeMbl. HaTsokeHus mopokaarorcs
AKTMHOBBIMU U MPOMEXKYTOUHBIMU (hUJIAaMEHTAMHU, OHU MPHUJIOKEHBI K MUKPOTPYyOOUKam
BHYTPU KJIE€TKM WA DJJIEMEHTAM BHEKJIETOYHOIO MaTpHKCAa YE€pe3 HWHTEIPUHBL, U
cOoanmancupoBanbl. Ilpu mOBBILIEHMM  apTepuaibHOrO  JaBieHUA  (apTepHaTbHOU
TUNEPTEH3UH), HACJIEACTBEHHOM HAapYyIIEHUM COCIUWHUTEIbHON TKaHU (CHHAPOM
Mpadana), u gpyrod NaTOJIOTMM HA OPraHU3MEHHOM YPOBHE, HCUE3HOBEHUU
MUKpPOTPYOOUeK, (MUIAMEHTOB WJIM WHTETPUHOB HAa KJIETOYHOM YPOBHE, MPOUCXOJUT
M3MEHEHHUE KJIETOYHOI0 MeTaboIn3ma.

Perymauuss HaAKIETOYHBIX CTPYKTYpP 3a CUET BHEKJIETOYHOIO MaTPUKCA MOXKET
paccMaTpuBaThCs KaK MOJYJb 0oJiee BBICOKOTO MOPSIKA MO OTHOLIEHUIO K KJIETOUYHOMY.
@dopMa Kak BCEro OpraHusma, Tak M OTJEIbHBIX (ParMEHTOB KJIETKH CTPOUTCS MO OAHUM
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U TeM ke mpuHIunaM. Eciu HapymuTh OanaHC CUJI, TO IPOUCXOIUT U3MEHEHHE (HOPMBI
OTJCIIBHBIX CTPYKTYp, MOAHM(HUKAIMSI IMpoliecca OHOJIOrHYECKOro (GopMooOpa3oBaHUSL.
Hapyienrne mepegadyr CUTHAIOB B DKCTPAICIUIIONIIPHOM MaTpukce, aktuBanus 1GF-D,
WM WM30BITOYHAS pelakcalus TIIaJKOMBIIICYHBIX KJICTOK B a0pTE€ MOXKET NPHBECTH K
00pa30BaHUIO aHEBPHU3MBI, JIMOO PACCIOCHUS.

Tab6a. 1. Cxema MEXaHMYECKOI'O NEPEKIIIOUEHUS MEXIY Pa3IMUHBIMM IIPOrpaMMaMHU I'€HOB B KJIETKax
OHIO0TENUS KalWLIIPOB

®du3nYECKoe BO3ICUCTBHUE: [Iporpamma reHoB 3amycKaer:

Pactsoxenne Poct, nenenue kineTok

Cxarue Anonro3

YMepeHHoe pacTsHKeHHE JuddepenunpoBka, 00pa3oBaHIE MEKKICTOYHBIX
KOHTaKTOB

BbIBoaBI: TEOpUsS TEHCETPUTU NMPUMEHSET MPUHIUILI OPraHU3aIlii WHKEHEPHBIX
KOHCTPYKIMH K OMOJIOTMYECKUM CTPYKTYpaM Ha Pa3jIMYHbIX YPOBHSAX CTPOCHHS KUBOTO
opranusMma. /[aHHas TeopHsi UMEET HECKOJIBKO OYE€Hb CHIIBHBIX CTOPOH, MOATBEPKIAFOIINX
€€ COCTOSITEJIBHOCTh: YHUBEPCATIbHOCTD; OOIIKE PUHIUIBI CTPOEHUS, JIEKAIUE B OCHOBE
OMOJIOTMYECKUX CTPYKTYpP; MOJYJBHOCTh M CaMOIIO00MEe; MPUHIMUI OOpaTHOM CBSA3H.
Teopust TeHcerpuTu MO3BOJSET OOBEIUHUTH BIUSHUE (U3MOJIOTMUYECKUX U3MEHEHHH CO
CTOPOHBI KPOBOTOKA, TEHCETPAJIbHOE CTPOCHHUE CTEHKU aOpThl, KIETOUYHBIH METa0O0JIM3M
cocymuctelx I'MK U BiMSHHME MEXaHMYECKOIO IIOBPEXKICHHMS Ha PEMOJACINPOBAHUE
COEMHUTEIBbHON TKaHU B CTEHKE a0PThI KAK B HOPME, TaK U IIPU NATOJIOTUU.

[Ipu curgpome Mapdana, HNPOUCXOAUT u30bITouHAs aktmBamus | GF-b,
COMPOBOXK/IAIOIIASICS YCUIIEHUEM CUHTE3a COCIMHUTENIbHO-TKAHBIX KOMIIOHEHTOB B CTEHKE
aopThl, B TOM YHCJI€ TeHeThyecku aedexktHoro ¢uopuimnHa-1 [9, 10], uro B cBoOIO
odyepeb BEJCT K yBEJIMUCHHIO BBICBOOOKIeHUs TGF-b m3 mareHtHOoro cocrostHus, Tem
caMbIM 00pa3ysl MOPOYHBI KPYT M BBI3bIBas HapyUIEHUE CTPOEHUSI CTEHKU aOpThl U €€
pEMOJIEIMPOBAaHUE, KOTOPOE B MOCIEAYIOIIEM MNPHUBOJIUT K HapyLIEHUIO (YHKUWHU, €€
HECOCTOATEIBHOCTH U Pa3phIBY.
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