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B nuteparype cTanu J0CTaTOYHO MPUBBIYHBIMU COOOIIEHHUS OTHOCHUTEIBHO pac-
CJIOCHMM CTEHKHU aOpThl, YACTO COMPOBOXKAAIOUIUXCS pa3pblBAMU U MaCCUBHBIMU KPO-
BOM3NUSHUSAMU. [Ipu 3TOM B OTIHMYME OT aTEPOCKIEPOTUUECKUX U CUPUIMTHUIECKHUX
aHEBPHU3M pacciaoeHne OObIYHO HE COMPOBOXKIAETCS PACIIMPEHUEM A0PThI, U3-3a YETO
TEPMUH «pacClIanuBarolllasi aHEBPU3Ma» CUUTAETCSI HEIPABOMOYHBIM [3].

OOBIYHO paccioeHrne aopThl HAOTIOJAETCS IPU TPEX OCHOBHBIX MATOIOTHYECKUX
COCTOSIHUSIX: TIEPBOE — apTepuaibHasi TUIEPTEH3Hs C MPOTrPECCUPYIOIINM aTEPOCKIIe-
PO30M MPEUMYIIECTBEHHO Y JIMI] MY>KCKOTO mojia B Bo3pacte oT 40 mo 60 net (oxoJio
90 % cayuyaeB); BTOPOE€ — CHUCTEMHOE WJIM JIOKAJIM30BAaHHOE IOPaXEHUE COEAUHU-
TenbHOU TKaHU (cuHApoMbl Mapdana, Dnepca—/lanio u ap.); TpeTbe — PEAKUe ATPO-
TeHHbIE OCJIIOXHEHUS MOCIe TPUMEHEHUS JUarHOCTUYECKOW KaTeTepu3aluy, anmnapar-
HOTO JKCTPAKOPIOPAIBHOTO KPOBOOOPAILIEHUS; M3BECTHBI TaKXKE Ka3yHCTUUECKUE
CJIy4au paccliOeHUsl aOpThl Y 6epeMeHHbIX [3-5].

B nocnennue necaruneTvsi HauOOJBIIMM MHTEPEC NMPUBJIEKAET BTOpas Irpymmna
HapylIeHU COCYAMCTOM CTEHKM — CHUCTEMHas WM JIOKaJU30BaHHAs JTUCIUIA3Us
coenunutenbHor TkaHu (ACT). DTo reHeTH4ecKkrn NETEPMUHHPOBAHHOE COCTOSIHHE,
Xapaktepusytomieecss AePeKTaMd BOJIOKHHCTBIX CTPYKTYp M OCHOBHOTO BEIIECTBA
COEIMHUTENBHON TKaHU, NPUBOJALICE K HapylIeHHio (popmMooOpa3oBaHMsl OpraHOB U
CHCTEM, UMEIOIIee POTPEIMEHTHOE TEUCHKE, ONpeesioniee 0COOEHHOCTH aCCOIMU-
pOBaHHOW TaToJOrMU. DTa rpymnmna Oose3Hell BechbMa pazHooOpasHa, moiaumopdHa,
HauboJee SIPKUM €€ MpeacTaBuTeneM sBiseTcss cuHiapoM Mapdana. CTpyKTypHbIE
W3MEHEHHMSI JIOJTOE BPeMsl JIOKATM3YIOTCSl B CpeHe 000JI0YKe aopThl (MEIUN), 3aKITIO-
YarOTCSl B MUKCOMIHOM JeTeHepanuy 1 pparMeHTaIuH JTACTUIECKUX U KOJITAreéHOBBIX
BOJIOKOH, B pe3yJIbTaTe Yero 00pa3yroTcsl pa3HbIX pa3MEpOB IIEJIEBUIHBIC KHCTO3HBIE
MOJIOCTH, 3aIlOJIHEHHbIE 0a30(UILHBIM MYKOUIHBIM MaTpukcoM. BocnanutenbHas pe-
aKIMs IIPU 3TOM OTCYTCTBYET, a U3BMEHEHUSI MEAUHU HOCST Ha3BaHHUE «KUCTO3HOM Jiere-
Hepauum» [1-3, 6].

Crepeoturiiple MOp(hOIOrHYeCKUe M3MEHEHUS CTEHKH aopThl HAOIIOJAIOTCA U
IIpU IPYTUX CHUHAPOMAax M cocTosiHuAX accounupoBaHHbIX ¢ JICT. HacnencrBeHHbie
cuapomsl ¢ JICT (McKusick): cunagpom Mapdana (4 monrumna); cuHIpoM Diepca-
Hanno (11 moaTuroB); HECOBEPILIEHHBINH OCTEOTreHe3 (6 MOJATUIIOB); CUHAPOM «BSJION
KOXW»; CUHIPOM runepMoomibHocTd cyctaBoB [4]. ICT npuHATO A€TUTh Ha 2 MOJ-
Tuma: MaphaHono0aHbIe U drepcononodubie [1, 2]. UTo kacaeTcst maroreHesa map-
(baHOWIHBIX CHHAPOMOB, TO Ha CETOAHSIIHUN JCHb U3BECTHA OOJIbIIAs TPYIa MOHO-
reHueix JICT, conpspkeHHbIX ¢ MyTanuen B reHax kosmareHoB (COL1A1, COL1A2,
COL3A1, COL5A1, COL5A2), tenacuuna-XB (TNXB), ¢pepMeHTOB, y4acTBYIOMIUX
B co3peBaHuu Mosekyibl koiareHa (PLOD1, ADAMTS?2), (komnarenst I, I, V Tu-
1oB, (GUOPWILTNH, TEHACIIMH), TEHOB PELENTOPOB POCTOBBIX (PAaKTOPOB, B YACTHOCTHU
TGF-B (transforming growth factor-B) u MaTpuuHBIX MeTaIONPOTENHA3. Y Ka3aHHbIE
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MEXaHU3MBI JIEXKaT B OCHOBE KapAHOBacKyIsATOpHbIX HapymeHuid npu CT: nponance
KJIA[laHOB; AWJIATALNs, aHEBPU3MbI a0PThl WX JIETOUHOTO CTBOJIA; aHEBPU3MbI CHUHY-
coB BanbcanbBbl; aHEBpU3MBI NEPErOPOJOK CEPALA; MOBBIMIEHHAs TPaOeKyIsIpHOCTh
1 aHOMasibHbIE XOpabl B JDK; aHeBpHU3MbI TOYEYHBIX U MO3TOBBIX apTEPUM; reMoppa-
THYECKUE TEJIGAHTUIKTA3HMH MEJIKMX COCYNIOB; TopakoauadparmanbHoe JIETOYHOE
cepate; aunaranust GuOPO3HBIX KOJell ¢ perypruramueii [1, 2, 6].

K ocHoBHBIM 4 BapuaHTaM Map(paHOMIHBIX CHHIPOMOB, BKIIFOYAIOIIUX MATOJIO-
TUIO KPYIIHBIX apTepuid, OTHOCSTCS:

1. Cemelinas rpyHasi aHEBpU3Ma aopThl (paHee 3TO COCTOSIHUE UMEHOBAIU Dp/I-
XeHMOBCKUI HEKPO3 cpe/iHel 000I0UKU a0PTHI).

2. CeMeliHOE paccioeHue aopThl (HE UMEET Jaxe MUHUMAaIbHOUN AWIaTaliiy BOC-
XOJISIIEH a0OPTHI).

3. MASS (Mitral valve, Aorta, Skeleton, Skin) ¢enotumn: muonus, mposanc MuT-
paJIbHOTO KJlaraHa, yMEpEeHHOE paclIipeHne aopThl — He OoJiee ueM 2 CTaHJapTHBIX OT-
KJIOHEHHUS, TTATOJIOTHS KOXKU (CTPUM) U CKeJleTa (Masble KpuTepun cuHapoma Mapdana).

4. Cungpom llnpunrt3ena—I'onp0epra (CkeaeTHbIE aHOMAIUHU, HAIIOMHUHAIOIIUE
cunapoMm Mapdana, manMeHThl CTPAAAIOT KPAHUOCHHOCTO30M U 3aJEP’KKOM YMCTBEH-
HOTO pa3BuTUs. MoxeT uMeTh MecTo Awnaranus aoptsl) [1]. Tepmun «uauonatuye-
CKHI MeuaHeKpo3 DpaxeliMa» B HacTosIIee BpeMs He yroTpeosercs [1].

Leabro uccienoBaHus SBWIACh CpaBHUTENIbHAsE MaTOMOPQOJIOTHYecKas Xapak-
TEPUCTUKA CTCHKHU KPYMHBIX apTePUi B CIydasix CKOPOIMOCTHXKHONW CMEpPTH B Pe3yiib-
TaTe €€ PacciIOCHUs U pa3phiBa.

MarepuaJjbl 1 METOAbI

CoOcTBeHHBIC HAOIOICHHUS MPECTABICHBI O CTydasMHi CKOPOIIOCTIIKHON CMEPTH
MY>KYHH BHE JIEYeOHOTO yupexaeHus (IoMa, Ha yauIle, o MecTy paboTsl) u 1 60iib-
HUYHBIM HAOIIOJICHUEM CMEPTH >KCHIIUHBI. [HcToNornyeckue npemnapaTsl OKpalinBa-
JIUCh TEMAaTOKCUIIMHOM U S03WHOM, 110 MeToly XapT—BaH [ M30H, aIbIIMaHOBBIM CHHUM.

Pe3yabTaThl M 00Cy:KIeHHE

[TpuBoIMM KpaTKOE ONKcaHne COOCTBEHHBIX HAOTIOACHHIA:

1. M., 20 net, CKOPOMOCTUKHO CKOHYAJICS TOMA; CyAeOHO-MEIUIIMHCKOE 3aKIII0-
YEHUE «KUCTO3HBIM MIAMOMATHYECKUNA METUAHEKPO3 aOpPThl C PACCIOECHUEM U pa3pbl-
BOM BOCXOJISIIIIETO OT/IEJIay.

2. M., 17 ner, cKOpOMOCTHUXKHAsI CMEPTh JAOMa; CYIAeOHO-MEANIIMHCKUN TUArHO3
«aCTEHUYCCKUM TUI KOHCTUTYIIMH, Majble aHOMAaJIMU CepAlla, KUCTOBUIHBINA WIUOTA-
TUYECKUI MEIMAHEKPO3 MHTUMBI U MEIUW COHHOW apTepuu ¢ pa3pbiBoM (0OJIE3HB
Dpareiima), 3a7iep:KKa BO3paCTHOM MHBOJIOLIMHU TUMYCay.

3.M., 69 ner, CKOpOMOCTMXKHAsi CMEpTh, CyACOHO-METUITMHCKUNA JTUArHO3
«UJIMOINAaTHYECKUN MEINaHEKPO3 BHYTPEHHEN COHHOM apTEPUU C Pa3pBIBOM.

4. M., 37 ner, CKOpOIMOCTH)KHAsI CMEPTh, CyAeOHO-MEIUIIMHCKOE 3aKITIOYCHHE
«KHCTO3HBIA MAMONATHYECKUN MEIMAHEKPO3 aOpPThl C PACCIAUBAIOLIEH aHEBPU3MOUN
JIyTU a0PThI U Pa3phIBOM, T€MOTIEPUKAPI.

5. M., 51 ron, CKOPOTIOCTHKHASI CMEPTH, CYACOHO-MEAUIIMHCKUM TUAarHO3 «KHC-
TO3HBIM WIUOMATUYECKUN MEIUAHEKPO3 C PACCIAMBAIOLIEH AaHEBPU3MOW U Pa3pbIBOM
TPYAHOTO OT/ENa a0PTHI (paccioeHue OT AuadparmMbl 0 BOCXOISIIETO OTIENA)Y.
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6. M., 56 5et, CKOpPOIIOCTIKHAS CMEPTh, CyIeOHO-METUITMHCKAN TUATHO3 «pac-
CJIOCHHE U Pa3pbIB CTEHKU BOCXOJIAIIETO OTJEJIa a0PThI, FeMOIIEpUKapP.I».

7. K., 44 ner, Ka3yUCTUYECKUI ClIydaid pacCIOCHUS M pa3pbiBa JIETOYHOI'O CTBO-
na accouuupoBaHHbI ¢ HeknaccudunupoBannoit JICT. bonpHas C. mepuonnyecku
Ha0JIt0/1aNach W JICUMIIACh C JUATHO30M «IepBHYHAs JIEroyHas runepreHsus». [Ipu
sxokapanorpaduy 0OTMEYaIOCh HE3HAYUTEIFHOE PABHOMEPHOE PACIIUPEHUE JIETOYHO-
ro CTBOJIA U €T0 BETBEH, runepTpodus U AWIaTalus MpaBbIX OTAENOB cepama. [asie-
HUE KPOBH B JIErouHoi aprepuu B npegenax 30—40 MM pT. CT., @ HE3a10IT0 O CMEPTHU
nocturana 60 MM pt. cT. B mociaeaHue CyTKH KM3HU COCTOSIHHE PE3KO YXYAIIUIOCH
M3-3a2 HapacTaHUs JEroYHO-CEPJICUYHON HEJOCTAaTOUYHOCTH. Ha ayTomcuu BBISIBICHBI
pacciaoeHue U KOCOM pa3pbIB IUIATUPOBAHHOTO JIEFOYHOIO CTBOJIA C T€MOTAaMIIOHA 10
MOJIOCTHU NIepUKap/a.

MUKpPOCKOTMYECKH BO BCEX HAONIOACHUSX BBISIBISIACH MHUKCOMIHASA JCTeHEpa-
1IMs, HEYTIOPSAOUEHHOE PACIOJIOKEHNE U (parMeHTaIusl KOJIJIar€HOBBIX U dJacTHye-
CKHMX BOJIOKOH, IPEPBIBUCTHIN XOJI, HEPET'YISIPHOCTh, MHOTOUYUCIICHHBIE Pa3HON BeEJu-
YUHBI MTPOJIOJIbHBIC IIENIEBUIHBIC MOJIOCTH, 3aMOJIHEHHbIE 0a30(HIBLHBIM MYKOHUJIHBIM
MaTpPUKCOM (TOJIOKUTEIIPHOE OKpAIIUBAaHUE albIIMAHOBBIM CHHUM), OTACIIbHBIC —
KpPOBBIO.

ITaTosoroanaTomu4yeckuii Juarno3 (Ha mpumepe HaooaeHus Ne 7).

OcHnoenoe 3ab0nesanue. Paccioenue AUIATUPOBAHHOIO JIETOYHOTO CTBOJIA (KHC-
TO3HAsT MUKCOHWJHAS JIeTeHepalls MEIUN) acCOIMUPOBaHHOE ¢ HeaudhepeHIIMpPOBaH-
HOM TUCTINIA3UeH COeTMHUTENHHON TKaHU (TUIIEPTPO(HS MOJEPATOPHOTO TsKa U Tpade-
KYJI TIPaBOTo KeNMyI0uKa, JUCTOMHS MTOYeK, TUIoCKocTonwe, kudos, muomus) [ 28.8.

Ocnosxcnenus. Pa3pblB CTEHKU JIETOYHOT'O CTBOJIA, TEMOTICPUKAPI.

BrniBoawnI:

1. Bo Bcex HaOIOICHUSIX PACCIOECHUI CTEHOK KPYITHBIX COCY/IOB BBISIBIICHBI pa3-
HOH CTEINEHU BBIPAKCHHOCTU JIETeHEPATHBHBIC M3MEHEHHS SJACTUYECKUX U KOJulare-
HOBBIX BOJIOKOH (HaOyxaHue, NeCTPYKIIMs, 3aMEIICHHE dTaCTUIECKUX BOJIOKOH KOJIIa-
TeHOBBIMU, (POPMUPOBAHUE MPOIOIHHBIX IIETIEH C MUKCOUIHBIM COJIEPKUMBIM).

2. BOnu3u pa3pbrIBOB CTEHKU COCYAOB BO BCEX CIydasx ObUTH OOHApPY>KEHBI 1€CT-
PYKTHUBHBIC U3MEHEHHUS Vasa vasorum, OKa3aBIIMXCS B MeCcTe 00pa3oBaHUsI KUCTOBH/I-
HBIX IIEJeH; TPUCOSAMHUBIINECS KPOBOMIHUSHIS 3HAYUTEIBHO YCYTyOJISIOT paccioe-
HUE U YCKOPSIIOT Pa3phbiB CTCHKHU.

3. [Ipu CBETOONTHYECKOM HCCIEIOBAHWU CTEHOK KPYMHBIX apTepUil B CIIydasx
pPacCcIOCHHI M pa3pbiBa aCCOLMUPOBAHHBIX C HEKJIACCU(DUIIMPOBAHHOW HCILIA3HEH
COCIMHUTEIBHON TKaHU MaTOMOPQOJIIOTHYECKHEe HAPYIICHUS CTEPEOTHUIHBI, HUMEIOT
CXOJHBIE TIPOSIBIICHUS C TAKOBBIMH IPU HACJIEICTBEHHOM cUHApoMe MapdaHa.
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