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MOP®OJOI'UA AOPTHI ITPU CUHAPOME MAP®AHA
Hayunusie pykosooumenu: kano. meo. Haykx, oou. 3. H. bpacuna,
KaHo. meo. Hayk, ooy. O. A. Oouna
Kadgheopa namonocuuecxoii anamomuu,

Benopycckuii 2ocyoapcmeennviit meouyurckuii yrugepcumem, 2. Munck

Pe3trome. B xode uccredosanusi nposedeH auaiuz MopponocuuecKkoeo mMamepuanid U 6viseleHbl
cneyughuueckue nposeieHus cunopoma Mapgpana na MUKpockonuueckom ypogHe. 31ACMOAU3 6 MeOuu
aopmul, HAKONIEHUE KUCTLIX SIUKO3AMUHOSUKAHO8 8 Meduu aopmsl, nogvlutenue akmuenocmu MMP2 u
MMP9 6 wmeouu aopmet u Opyeue npusHaku. Imo NO360IULO PACUUPUMDL OUACHOCIMUYECKUE
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B03MOIICHOCMU 6blSI6IeHUS OAHHOU NAMOJIO2UU.

Kniroueswie cnosa: cunopom Mapghana, paccrausarowmasics aHeepuma aopmel.

Resume. The study analyzed the morphological material and identify specific manifestations of
Marfan syndrome on a microscopic level: elastolysis in aortic media, the accumulation of acidic
glycosaminoglycans in aortic media, an increase in the activity of MMP2 and MMP9 in aortic media and
other signs. This has increased the diagnostic capabilities of detecting this pathology.

Keywords: Marfan syndrome, dissecting aortic aneurism.

AkrtyaasHocTh. Cunapom Mapdana — ayTOCOMHO-IOMUHAHTHAs MATOJOTHUS
COCTMHUTENILHON TKaHW, B OCHOBE KOTOPOH, B OOJBIIMHCTBE CIIy4aeB, JICKUT MYyTallHs
rema ¢uopmwummaa-1 (FBN1) [1]. PacmpoctpaneHHOCTh 3a00JieBaHHS B €BPOICHCKOMN
nomyysiiuu koneonercs ot 1:10000 — 1:20000 mo 1:5000 HoBopoxaeHHBIX [2]. Bymayun
onucanHbeIM Oosiee 100 et Hazan, curapoM MapdaHa No-IIpeKHEMY OCTAETCsI CII0KHON U
aKTyaJbHOM MEIMLMHCKON mpoOsieMoil. be3 nedueHns npoaoKUTENbHOCTh KU3HU JIUILL C
JaHHOM matoiorue vacto orpannumBaercs 30-40 romamu, M CMEpTh HACTYIaeT
BCIICJICTBUE PACCIAUBAOIICHCS aHEBPU3MBl aOpPThl WM 3aCTOMHOM  CEpACYHOMU
HEJOCTAaTOYHOCTH. IIpM CBOEBpEMEHHOW ITOCTAaHOBKE JWAarHo3a W HA3HAYEHUHU
a/IeKBaTHOTO JIEUEHUs OOJIbHBIE 10KUBAIOT /10 MPEKJIOHHOTO BO3pacTa.

Henab: VYaydmuTe HAMArHOCTHKY CcHUHIpoMa MapdaHa B mpolecce aHaiusa
MOP(OJIOTUYECKOr0 MaTepuaia.

3axaun:

1. OnpenenuTs YUCIO CIy4yaeB MOPAXKEHUS AOPThI, IPUYMHON KOTOPOTO SIBIIIICS
cunapoM Mapdana, cpeau BCEro OINEPalMOHHOIO MaTepuaja C pacciavBarolencs
aHeBpu3Mou aopthel 32 2005-2014 rr.

2. YCTaHOBUTH CPEAHMI BO3pACT MAIMEHTOB C MPOSIBICHUSMHU pPacCiIanBaroIecs
aHEBPU3MBI a0pThI Mpu cuHapoMe Mapdana 3a 2005-2014 rr.

3. BoisaButh mMopdosiorndeckue OCOOEHHOCTH TOPAXEHUS AOPThI MPU CHUHIPOME
Mapdana B onepaliluoHHOM MaTepuase.

Martepuan wu wMeroabl. OmnepallMoHHbI MaTepuan (dparMeHThl  aopThl),
OTIPABIICHHBIN J11 MOpQoIoTUYecKoro uccieaopanus B nepuos ¢ 2005 r. mo 2014 r.

PesyabTrathl M ux oOcyxkaeame. B nepuong ¢ 2005 mo 2014 rr. nua
MOP(OJIOTUYECKOI0 UCCIEI0BaHUs ObLI OTIPABJIEH ONEPALMOHHBIA MaTepuai, B3STbIA Y
2888 mManMeHTOB, MPOOINEPUPOBAHHBIX MO MNPHUYHMHE PACCIOCHUS ao0pThl — 9 M3 HHX
cTpananu cuHjapomoM Mapdana. ¥V Bcex 9 OONbHBIX OBLIO BBISBIECHO PACCIOEHUE
BOCXO/ISAILEr0 OT/ENa a0PThl C OTHOCUTENBbHON HEJOCTATOYHOCTHIO A0PTAJLHOTO KIIalaHa.
JlaHHBIX O MpoJIance MUTPAIBHOTO KilanaHa B OMONICUHHBIX KapTax HE HailICHO.

Cpean 9 mnammeHToB ¢ cuHApoMoM Mapdana, mpoonepupoBaHHBIX MO TMOBOAY
paccliauBarolIeicsl aHEeBPU3MbI aOpThl, ObLIO 8 MYXYMH M OJHA KCHIIWHA, CPEeIHUMN
Bo3pacT — 40 + 12 ner.

Omneparnmonsaplii  MaTepuan (parMeHThl aopThl) ObUT OKpaIleH pa3IndyHbIMHU
TUCTOXUMUYECKUMH  KpPacUTENSIMM  C  II€JIbI0  BBISIBJCHHS  CHELM(PHUUECKUX
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MOP(OTOTUYECKUX MPU3HAKOB, XapaKTEPHBIX I cuHApoMa Mapdana.

[Ipu okpacke cpe3a aopThl FeMATOKCUIMH-303MHOM (PUCYHOK 1) ObUIO BBISIBICHO
OTCYTCTBUE AaTEPOCKIECPOTUYECKUX TMOPAKEHUHM B HMHTHUME aOpThl, HAOIIOAAIOCH
YBEJIMUYEHHE MEKKJIETOYHOTO MPOCTPAHCTBA, CHIbKeHUE KoiudectBa ' MK, sanactuueckux
BOJIOKOH B MEJIMH A0PTBHI.

Oxpacka cpe3a aopThl AJBLIMAHOBBIM CHHUM (PUCYHOK 2) TMO3BOJSET BbIACIUTH
TaKoOW MPU3HAK, KAK HAKOIUIEHNE KUCIIBIX [IMKO3aMHUHOITIMKAHOB B UHTUME AOPTHI.

[Ipu cungpome Mapdana Hapymaercs cuHTe3 (QUOpMIIMHA — BaKHEUIEH
COCTABIISIIONIEH YacTH MHUKPOPUOPHUIIT  3JACTUYECKUX BOJOKOH. [l BEIIBICHUS
HapyILIEHUsA CTPYKTYpPbl 3JACTUYECKUX BOJIOKOH aOpThl ObLIa INPUMEHEHA OKpacka IO
Xapty (pUCyHOK 3), 4TO MO3BOJIWJIO BBISIBUThH J€30PTAHU3ALUIO0 U YMEHBIIEHHUE YAECIbHOTO
BeCa D3JaCTUYECKHUX BOJIOKOH B MEIUHU aopThl, a TaKkkKe OOpa3oBaHHE HOBBIX TOHKHUX
NOTIEPEYHbIX BOJIOKOHELl, YTO SIBJSETCS MPOSIBICHUEM pEaKLUUU IaTOJIOTHYECKOM
pEereHepanuu.

B Xozme HayuHbIX HCCIENOBaHUII ObUIO BBISBICHO Yy4YacTUE MATPUKCHBIX
metasuionporennad (MMP2 u MMP) B marorenese paccioenusi aopthl [3]. Ilpu okpacke
CPE30B aOpThl Ha COJEp)KaHWE MATPUKCHBIX METaJUIONpoTenHa3 (pucyHOK 4), Oblia
BbIsiBJIeHa 3kcripeccuss MMP2 B I'MK meaun aoptel (B Hopme MMP2 He BhisIBAsIETCS).
Takxe ObUTO BBISBIEHO MOBBbIIEHHOE cojepkanne MMPO B mexkinerouHoM MaTpukce
Meauu aopthl (B HopMe MMPY BbisiBiiieTcst B HeOosblInX KoiudecTBax BHYTpu ['MK
Meuu aopThl). OQHOBPEMEHHO C ATUM OBUIO BBISIBIIEHO CHUKEHUE AKTUBHOCTH TKAHEBBIX
MHTUOUTOPOB METAIUIONPOTENHA3 B MATPUKCE A0PTHI.

B xoxe aHanu3a TMOJYYEHHBIX pE3YyJbTAaTOB OBUIM BBIAEIEHBI  CIEAYIOIINE
MOP(OJIOTUYECKHE NMPU3HAKK a0pThI IpH cuHIApoMe Mapdana:

1. CHmkeHne konn4decTBa U HapyluieHue opranuzanuu ' MK B Menuu aopThl.

2. CHWXeHUE KOJIMYeCTBA M HapylleHHWE OpraHu3alMi KOJUIAr€HOBBIX U
AIACTUYECKUX BOJOKOH B MEAUU AOPTBHI.

3. DnacToyv3 B MEJIUU a0PTHI.

4. O6pa3oBaHKe TOHKUX MOMEPEYHBIX BOJOKOHEL B MEIUU AOPTHI.

5. IloBwimenne aktuBHOCTH MMP2 1 MMP9 B Meniu aopThi.

B xome wuccnenoBanue ObUIM H3y4Y€Hbl (pParMeHThl aopThl 9 MAIMEHTOB C
cuHgpomoMm Mapdana. Takoil pazmep BRIOOPKH HE MO3BOJISIET C YBEPEHHOCTBIO CYIUTH O
CHEIM(PUIHOCTH BBIJACIEHHBIX MPU3HAKOB.
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Pucynox 1 — Oxpacka reMaTOKCHJINH- Pucynox 2 — Oxpacka ajabl{UaHOBBIM CHHUM
J03MHOM
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Pucynox 4 — Dxcnpeccus MMP2 B T'MK

Pucynox 3 — Oxpacka o Xapry MEJTHH 20PTHI

BriBoabI:

1. Tonpko paHHsAA AUArHOCTHKA CUHIApoMa MapdaHa MO3BOJISET NPEeayNpeauTh
Pa3BUTHE TSDKEIBIX OCJOKHEHHUH B CEpACYHO-COCYIUCTOM CHCTEME, B YaCTHOCTH
paccianBarolIecsl aHEBPU3MBI AOPTHI.

2. Bo Bcex OmMepanMoOHHBIX CIIydasxX MaHU(ECTHPOBAHO PACCIOCHHE U Pa3phIB
BOCXOJIAIIECH AYyTH A0OPTHI.

3. Mopdonornueckre n3MeHeHuUs! aOpThI TpH cuHApoMe Mapdana He cienupuyIHBI,
MOTYT Ha0JIFOAAThCS MPU JPYTUX HACIEACTBEHHBIX HAPYLIEHUSAX COCIMHUTEIBHON TKaHU.

S. 0. Mager
MORPHOLOGY OF THE AORTA IN MARFAN SYNDROME
Tutors: Associate professor Z. N. Bragina,
Associate professor 0. 4. Yudina
Department of Pathological Anatomy
Belarusian State Medical University, Minsk
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