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HaBeneno naromopdoioriuti 3MiHH CTIHKH aOpTH TPbOX XBOPHX Ha cuHApoM Mapdana dosoBikiB BikoM 25, 27, 35 pokiB, ome-
POBaHUX 3 MPUBOJY PO3LIAPOBYIOUOi aHEBPH3MH BUCXiIHOI aopTH. Mopdornoriuni 3MiHM B ceperHiil 000JIOHIII a0pTH Y XBOpUX Ha
cuHIpoM MapdaHa XxapaKTepU3yBaIUCh BUPAKECHOIO MepeOyT0BOI0 3 TIMOOKUMH HE3BOPOTHUMH aJbTEPAaTUBHUMHU 3MiHaMH YCiX ii
KOMITOHEHTiB. [TaTonoriuHuii nporiec OXOILUIIOBAB ME/iI0 YCi€l a0pTH, a He TUIBKH B JUISTHKAX PO3PHBY i po3iapyBaHHs. OCHOBHUMH
1aTOMOP(OJIOTITHNMY O3HAKaMU IIpU cHHApoMi MapgaHa Oyr BOTHUIIEBI HAKOMMISHHSI MyKOiTHIX PEIOBHH, CTPIUKONONiIOHI Oe3’simepHi
30HH, AUCTPOGIUHI 3MiHH IIAIKOM SI30BUX KIITHH, (POPMYBaHHS KiCTOMOMIOHIX OPOKHUH, 3MiHH €TACTUYHUX BOJIOKOH: ()parMeHTaIlis,
rifnepenacto3, MyJIbTUILTIKaLlisl, BATOHYSHHSI 1 PO3MPSIMIICHHSI, AUISTHKH 3HAYHOTO eJ1acToi3uCcy. MHOKMHHY KiCTO3HY MeliaiereHepariito
BH3HAYCHO y BCIX XBOPHX Ha CHHAPOM MapdaHa, BUSBIEH] 3MIHI OJJHOTHIIHI, aJie Ha Pi3HUX CTAIigIX MpOIECy.

Cunapom Mapdana: ocodeHHOCTH NATOMOP(}0JIOrHH PACCIAUBAIIIUX AHEBPU3M U PACCIO0EHUI a0PThI
PK. Kypaes, I1.B. Ky3vix

IIpuBenens! matomopoaornieckre N3MEHEHUsT CTEHKH a0PTHI TpeX OONBHBIX ¢ CHHApOMOM MapdaHa My»x4uH B Bodpacte 25, 27,
35 net, oneprpoBaHHBIX 110 IOBOAY PacCiIanBarollell aHeBPU3MBbI BOCXOAsIIEH aopThl. Mopgonornyeckue U3MeHeHHs B cpeHeit 000-
JIOYKE aOpThI Y GONBHBIX ¢ CHHAPOMOM MapdhaHa XxapaKTepU3UPOBAINCH BBIPAKESHHON MEPECTPONKOH ¢ TTyOOKHMH HEOOPATHMBIMU
QJIBTePaTHBHBIMU U3MCHCHHSIMH BCEX ¢ KOMITOHEHTOB. [laTonormyeckuii mporecce 3aXBaThiBall METUIO A0PThI HA BCEM €€ MPOTSHKCHHH,
a He TOJIbKO B y4acTKax pa3phiBa U paccioenus. OCHOBHBIMU TaTOMOP(OIOrHYeCKUMH MTPpU3HAKaMy TpH cuaapome Mapdana Obuiu
04YaroBbIe HAKOTUICHHS MYKOMTHIX BEIICCTB, JICHTOBHTHBIC O€3bsICPHBIC 30HbI, TUCTPOPUICCKAE H3MEHEHUS TIIaIKOMBIIICYHBIX KJIe-
TOK, (popMUpOBaHHE KUCTOMOMOOHBIX MONOCTEH, M3MEHEHHS AIACTHYHBIX BOJIOKOH: (pparMeHTalusl, TUIePINACcTO3, MYIbTUILTHKALIKS,
HUCTOHYEHHE U PACIPSIMIICHHE, YIACTKU 3HAYMTEIBHOTO AIacTONM3Kuca. MHOKECTBEHHAs! KMCTO3HAS MEHAreHepalus OMpeIesicHa y
BCeX OONBHBIX C CHHIPOMOM MapdaHa, BbIICICHHBIC H3MEHCHHUS OTHOTHITHBI, HO HA Pa3HbIX CTAIMAX Mpollecca.

Kniouesvte cnosa: cunopom Mapgana, paccroenue aopmol, RAMomMopgono2us, npoeHo3, OUaZHOCIUKA.
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Marfan syndrome: pathologic features of aneurysm with dissection and aortic dissection
R. K. Zhuraev, P.V. Kuzyk

The article presents the pathologic changes in the aortic wall in patients with MFS (three men at the age of 25, 27, 35 years) operated on
the aneurysm with dissection of the ascending aorta. Morphological changes in the middle of the shell of the aorta in patients with MFS
were characterized by severe restructuring with profound irreversible alterative changes in all of its components. The pathological process
captured media of the aorta throughout its entire length, not just in the areas of rupture and separation. The main pathomorphological
signs of MFS were the focal accumulation of mucoid substances, ribbon-like nuclear-free zones, degenerative changes in smooth muscle
cells, the formation of cystic media degeneration cavities, changes in elastic fibers - fragmentation, hyperelastosis, multiplication, thinning
and straightening, areas of significant elastolysis. Multiple CMD was detected in all patients with MFS, the changes revealed the same
type, but at different stages of the process.

Key words: Marfan syndrome, aortic dissection, pathomorphology, prognosis, diagnosis.
Pathologia. 2012; Ne2 (25): 46—49

PO3pI/IBI/I i posmapyBanns aoptu (PA) € ogHuM 13 Haii-
TSOKYMX TOCTPHX SIBHII Y XXHUTTI JIOAWHHU. BHcoka
JICTATBHICTD Bif TOCTpOro PA € 3araJbHOBM3HAHOO 1 CKIajiae
50-60%. YcmiriHe JliKyBaHHs Ta mpodinakTrka PA 3a1exuTh Bif
YITKOTO PO3YMIHHS MOJIEKYJIIPHUX, (Di310I0TYHMX 1 aroMopgo-
JIOTIYHIX MEXaHI3MIB ITbOTO 3aXBOproBaHH: [9,13].

Cunapom Mapdana (CM) e HaituacTiiow mpuauHo0 PA
y XBOPHUX 3 aHEBPU3MaMH TPYIHOTO BiJ/ILTY a0pPTH 1 CKJ1a1ae
5% ycix Bumazkis PA [2,4]. CM — ne cmagkoBa AUCIUIA3IS
CTIOTyYHOI TKAaHWHH, BUKIINKAHA MYTAIlisIMU B TeHi (iOpwITi-
ny (fibrillin-1). B ocHOBI (hopMyBaHHS aHEBPHU3MHU 20PTH IIPU
CM nexuTh 1eeKT y CTPyKTYpl MaTpuIll CyAMHHOT CTIHKA
B pe3yibTaTi ii ocnabieHHs Ta HemocTtatHocTi [1,11].

EnactruHi BOIOKHA — ONHWH 13 HANBAKIMBIMINX €JIEMEH-
TIB MaTpHIli CTIHKK aopTu. EnacTu4HI BOJNIOKHA pa3oM 3
riajakom’si3oBuMu kiituHamu (I'MK) yTBOprorots miac-
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TUHYACTI OJUHHIII, IO PO3MOIUIAIOTH TeMOTUHAMIYHE Ha-
BaHTaKCHHS PIBHOMIPHO MO BCill CTiHIN CYyIWHU i JONAIOTH
MIPYXKHOCTI BEJIMKUM apTepisiM [6]. TpaauiiiHo BBaXKatoTh,
10 MeXaHiuHa a00 (PYHKIIIOHAIFHA HETOCTATHICTh CIIACTHHY
B CTIHIIi 20PTH CIPHSE PO3IIapyBaHHIO, 8 TAKOX (hOpMyBaH-
HIO ITOCTPO3MIAPOBYIOUO] aHEBPH3MH aOPTH. 3MiHHA B CTIHIIL
aHeBpu3MH aoptu npu CM XapakTepHu3yroThCsl BTPATOIO 1
JIe30pTaHi3alli€o eNacTUYHUX BOJOKOH, YPaKeHHSM Ma-
TpUKCHHUX MeTanonporeinas (MMP-2 i MMP-9), aktusariis
SIKUX PETYIIOETHCS TKaHWHHUM iHTiOiTopoM MMP Tumy 1
i 2. Braxkarots, mo MMP-2 i MMP-9 € crumynsropamu
PO3BUTKY aHEBPU3MH a0pTH y XBopux Ha CM, pu3BOIATH
JI0 BTPaTu Ta CTPYKTYpHOI HEBiAIMOBITHOCTI €MacTUYHUX
BOJIOKOH MEJIii, TOTipIIeHHS MPYKHOCTI i MEXaHIYHHX BIac-
tuBocTel aopTu. Takoxk MMP-2 i MMP-9 mosxe neperiko-
JDKaTH MPOHUKHEHHIO KaJIBLII0 3 TI03aKJIITHHHOTO TIPOCTOPY
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1 3MEHIIUTH CKOPOTIIMBY 3/1aTHICTb cyauH [7,13,14].

OcTaHHIM 4YacoM 3’SBWJINCH ITyOIiKalii, aBTOpH SIKHX
3a3HAYaloTh, 10 B OCHOBI ()OPMyBaHHS aHEBPU3MU a0PTH
JIe)KaTh MOPYLIEHHS ToMeocTa3y kosareHy. [lopymenHs
MIKpOApXITEeKTypH KOJIaT€HY B aJBEHTHUII] aHEBPU3MH Y
namiedTiB 3 CM 1MoKa3yroTs, 1o i Je(peKTH JexKaTh B OCHOB1
ocrnabneHHs cTiHku aopti. HopMmasbHa aJBEHTHILIS € MILIHO
3B’SI3aHOIO CiTKOI0. HaBaHTa)KeHHS, 3 SIKUMH BOHA CTHKAETh-
csl, pO3Ku1aHi piBHOMIPHO 110 Beiii citii. OKpeMi BOJIOKHA
KOJIAreHY IIUTHHO B3a€MOIIOB’ sI3aHi, HE KOB3aIOTh, @ TAKOXK
BCI BUTSITAIOTBCS, KOJIM OJJHE BOJIOKHO 3cyBaeThest. [Ipu CM
€JIaCTUYHA TKAHUHA a0PTH CTA€E )KOPCTKOIO, & OKPEMi Koja-
TeHOBI BOJIOKHA po3CyBaroThcs. [lepeHaBanTaxkeH1 (pidpunmm
HE B 3M031 BUTPIMATH HAIIPYKEeHHS 1 1e(hopMaIlito CyCiaHIX
BOJIOKOH. Y CITIIl KOJIareHy Ta JUISHKaX HaBaHTaKCHHs
YTBOPIOIOTHCS MaJli MOPOKHUHU. Taki IIOPOKHUHHA MOXKYTh
cnpusata PA abo po3puBy crinku aoptu [11].

[TatorenerndHi MexaHi3Mu (POPMYBAHHS aHEBPHU3MH a0P-
TH BKJIIOYAIOTh FEHETHHI ()aKTOPH, 3alaeHHs], POTEOi3,
nopy1ueHHs TepMiny xutTs 1 QpyHkuii MK y cTinmi aoprty.
VY xBopux Ha CM IpH MaTOTiCTOJNIOTIYHOMY JTOCIIIKEHHI
CIIOCTEpIraroTh IICEBJOKICTH B CepeIHhOMY IIIapi aOpTH 3
BiZIKJIaJICHHSIM 6a30(1JIbHOT PEYOBHHH, PO3LIMPEHHS 1 BTpa-
Ta eJIACTHYHUX BOJIOKOH, TOOTO y CTIHIII a0pTH HOpMY€ETHCS
kicro3na menianerenepanis (KMO) [3,5,10]. [TaroreneTwy-
HO PA Mae BUDIAN: po3puB iHTUMHE (NIEPBUHHHUA PO3PHUB)
CIIpHSIE€ TOKY KPOBI MiJi THCKOM B OZIHY 3 IHTpaMeialbHIX
JIAKyH, PO3ILIAPOBYE CTIHKY A0PTH 1 MOIINPIOETHCS TUCTATb-
HO T10 BCii Mezii 32 paXyHOK CTBOPEHHS IICEBIOIIPOCBITY.
[HIIMM MOXXITMBHM 3aIIPOIIOHOBAHUM MEXaHI3MOM € PO3PUB
vasa vasorum 3 yTBOPEHHsIM IHTpaMypajbHOI TeMaToMH, 110
€ Pe3yNbTaToOM 3POCTaHHS HAlpY)KEHHSI BCEPEANHI CTIHKU
JIBOTO IUTYHOUKA 1 mopymieHHs inTuMu. KicTo3Ha Meniane-
TeHepallis a0pTH — Ie HecnenniyHAi mMporec, Mo MOXKe
nepediraTi Npy KOJareHOBHUX CYIMUHHUX cuHapomax (CM,
Enepca-lanno, 1AK), Hacmigkax rinepToHi4YHOT XBOpOOH
abo mpu mporieci crapinHsa. Xoua Juisi BUHUKHEHHS KM /]
MOTPiOHI, MOXKIIMBO, AECATUIITTA, PA HacTae MUTTEBO
[9,12]. IIporpecytoua KM/] Ta arpodist y Jtoaeii moxuioro
BiKY BB2)KA€ThCS IPUIMHOKO aHCBPU3MH BUCXIIHOTO BiIi-
my aoptu. HIupokwuii ammonrro3 MK crioctepirators y Memii
aoptu. BeranoBneHo, o arpodist Meii € HaciIKoM BTpaTH
I'MK na nouarky ¢popMyBaHHs aHEBPU3MHU BUCX1THOTO BiJl-
nity aopru. [inepriacTiuHe KIITHUHHE PEMOJEITIOBaHHS
Mezii B aHeBpU3Mi BUCXIJHOTO BiJUIiIy aOPTH y XBOPHX
Ha CM Moxe OyTH ITOYaTKOBOIO Al TUBHOIO BiIOBIIIO
JUIsl MiHIMI3alil 3pOCTaHHs HANPYXKEHHS CTIHKH aOpTH B
pe3ynbTari 1i exrasii [8,15].

Meta po6oTu

Bupuutn naromMopdonoTiuHi 3MiHH CTiHKH aOpTH Y
xBopux Ha CM, omepoBaHUX 3 MPUBOLY PO3IIAPOBYIOUOL
AQHEBPHU3MH BUCXI/THOI aOPTH.

TTanicHTH i METOAM AOCTITKEHHS

O6crexxeHo Tpbox xBopux Ha CM YONIOBIKIB BikoM 25,
27 i 35 pokis, npoorepoBanux 3 npusony PA BHcXigHOTO
BiJILTy a0pPTH 3 3aMiHOIO BUCXI/THOI a0PTH 1 a0pTaIbHOTO
knamaHa (omneparist benramia) B 2011-2012 pp. y xapaio-
xipypriuHomy BinaijeHHi JIbBIBCbKOT 001aCHOT KIIIHIYHOT

nikapHi. [liarao3 CM BcraHoBIIOBaIM 32 Kputepismu 2010
Revised Ghent Nosology. Aopty, BujianeHy mij yac onepa-
uii, pikcyBanm y 10% po3uuni HeiiTpanbHOTO (hopMaiHy.
[icronoriuti npenapari BUTOTOBJISUIN IIUISIXOM CTaHIApTHOT
ricTosorivHoi 00poOKH 13 3aJMBKOIO MIMATOYKIB CTIHKH
aoptu y napadin. 3pi3u 3a0apBIOBA €O3UHOM 1 rema-
TOKCHJIIHOM, @ TaKOXK METOJIaMH CIieliajbHuX (apOyBaHb
(mikpodycuun 3a Belireprom, koMOiHOBaHUIT MeTOA 3a
Beiireprom-Ban ['i30H0M, Bizyasi3anisi eJaCTHIHUX BOJIOKOH
3a XapToM). BuBuanu 3MiHM BCiX TPhOX OOOJOHOK CTIHKA
aoptu ipu CM. CBITJIOBY MiKPOCKOIIiIO TIPOBOAMIIM HA Mi-
kpockorni Leika. MikpodotorpadyBanHs 3/iiicHIOBaIH 32
noromororo 1udpooi horokamepu Leika. Cratuctuany
00poOKYy OTpMMaHHMX JaHHUX MPOBOJMIIN i3 3aCTOCYBaH-
HsM makety craructTuyHux nporpam «STATISTICA for
Windows», Bepcis 7,0.

PesynbTarn Ta ix 00ropopeHHs

[Tpu MakpockomivHOMY JIOCII/PKEHH] IHTHMa aopTH Oyiia
TIaJicHbpKa, ONMCKydYa, CBITIIO-koBTa. [lim gac cBITIIOBOT
MIKpOCKOIIiT BHSIBJICHO Taki NaroMop¢oJoriuyHi 3MiHU:
MOTOBILEHHS, (POPMYBaHHS JBOIIAPOBOI CTPYKTYpH (HEO-
IHTHMH) Ta BJIaCHE IHTUMH, 110 BiJIPI3HSUINCH 32 KUIBKICTIO
I'MK i HeomHOPiTHIM HAKOTIMYEHHSIM KOMIIOHEHTIB eKCTpa-
LEITOJISIPHOTO MaTPUKCY.

VY Menil BUSBICHO BOTHHIIEBUI MOHOHYKIICApHHHA 1H-
dinprpar (mimdorutu, Makpodarn), mHOokuHHA KM/,
rimeprpodis MK, ninsaky po3puBy Ta po3miapyBaHHS Y
BCIX II1apax aopTH, pparMeHTOBaHi eJIacTHYHI BOJIOKHA, He-
KPOTHYHUH JETPHUT 3 KICTaMH 1 KDOBOBHIIMBAMH, TiaJIiHO3,
6azodinbHI MacH, ckiiepo3 Baza BazopyM. Y ' MK BuzHaueHo
BaKyOIi3aIlilo UTOIIa3MH Ta NMepru(epuIHe PO3MIIIECHHS
aaep KIITHH.

VY BCiX XBOPHX BHSBICHO 30HH 3 Pi3KUM IOPYIICHHIM
IIUTICHOCTI Ta Opi€HTAallii OCHOBHUX KOMITOHEHTIB CEpPeHbOT
o6omnonku — ainstakr KM/, 1110 po3TaroByBannch y pisHIX
YacTUHAX Me[ii i y O1IbIIOCTI BUITA/IKIB MaJId HENIPaBHUIIbHY
¢hopmy. Y IUX IUISHKaX CIIOCTEPEKEHO JII3UC ENACTUIHUX
BOJIOKOH, ITOJIsi MHOYKMHHHX KiCTOTIOJI0HUX TIOPOXKHUH. Y
JUISHIN PO3PUBY HA MEXI1 30BHILIIHBOI TPETHHHU MeEii CTIo-
crepiraiii GoKaIbHy 3ananbHy i reMopariyny iHQUIBTpalio

S S 'ﬂ i {8 0y :
Puc. 1. XBopwuii B.C.C., 25 p., CM: po3puBH i po3niapyBaHHs
menii aoptu, mEHOXnHHa KMJI. 3abapBieHHs reMaTOKCHIIiH-
eo3uHoM. 30.: ok. 10, 00. 10.
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BaHHA B 3 mapax aopTu, MHoxuHHa KMJ/I, Hakonu4deHHs
MIXBOJIOKHHUCTHUMH CTPYKTypaMH 06a30QiIbHOI peYOBUHH
(Myxonomnicaxapunay). 3abapBiIeHHS TeMaTOKCUITIH-€03UHOM. 30.:
ok. 10, 00. 10.
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Puc. 3. Xsopwuii [I.LM.M., 27 p., CM: popmyBaHHS MHO)KUHHUX
KicT y Menii. 3abapBieHHsS TreMaToKCHIiH-eo3uHOM. 30.: ok. 10,
00. 40.

Puc. 4. Xsopuit [LM.M., 27 p., CM: po3puBH i po31IapyBaHHS
B 3 mapax aoptu, MuoxuaHa KMJI. 3a6apBieHHs: reMaToOKCHITiH-
eosunoM. 30.: ok. 10, 06. 10.
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Puc. 5. XBopuit TM.B., 35 p., CM: ¢opmyBaHHS MHO-
JKHHHUX KICTO3HUX MOPOXKHUH y Mefil, HAKOMMYEHHS KHUCINX

TJIIKO3aMIHOTJIIKaHiB, PO3PHUB CTIHKM aopTH. 3abapBieHHS
reMaToKCHIiH-e03uHOoM. 30.: oK. 10, 00. 40.

VY npidsiHKaX pos3iIapyBaHHs BHSBICHO HACTYITHI 3MiHH
€TaCTUYHUX BOJIOKOH: IINITHKHU Tirepernacrtosy, pparmen-
TaIlii, MyJbTUILTIKAIl1 BOJIOKOH, BOTHUIIIEBUI €TaCTOII3HC.
Takox BHSBIEHO (pparMeHTalli0, 3MiHM THHKTOPiaTbHUX
BJIACTHBOCTEH, HAOyXaHH 1 PO3BOJIOKHEHHSI KOJIAr€HOBUX
BOJIOKOH MeJii.

B anBenTuiii BusiBIIeHO reMopariuHy i hoKasbHy 3MimIa-
HOKITITHHHY 3anaibHy iHQUIETPAIli0 Ta JUIATAI0 CYIHH
MIKPOLIMPKYJISTOPHOTO pyclia.

Omxe, y xBopux Ha CM BHUSBIEHO HACTYITHI MaTOMOp-
(ororiuni 3mian: 1) KM/] 3 pyiiHyBaHHSIM €l1acTUYHOTO
KapKacy, HeKpO30M 1 )parMeHTAIli€r0 eNacCTHYHNX BOJIOKOH;
2) mopyIIeHHs opieHTamii 1 pO3IIEIICHHsT KOJareHOBUX
BoJIOKOH; 3) auctpodist ['MK; 4) HakormuueHHST Mi)KBOJIOK-
HHUCTHMH CTPYKTypaMu 0a30(iIbHOT pe4OBUHH (MYKOIIONi-
caxapuny) 3 popMyBaHHSIM KiCTOMOIIOHUX TIOPOKHHUH.

BucHoBku

[Taromopdonoriyni 3MiHM B CTIiHII QOPTH y XBOPHX Ha
CM i PA xapakTepH3yrOThCsi BUPQKEHOIO NepedynoBoIo
1 IPU3BOIATH 10 IIMOOKUX HE3BOPOTHHX AJIBTEPAaTHBHHUX
3MiH yCiX 1 KOMIIOHCHTIB.

Binbmn BUpaskeHI MaTONOTIYHI MPOIECH 3aXOILTIOBAIN
MEJIif0 yCi€i aopTH, a He TUIBKH JUISHKA PO3PHBY 1 PO3-
HIapyBaHHS.

OcHoBHUMH ITaToMopdosoriyHnMH 03Hakamu pu CM e
BOTHHMIIIEBI HAKOITMUESHHS MYKOIJIHMX PEUOBUH, CTPIYKOIIO-
JiOHI 6e3’siiepHi 30HH, TUCTPOodiuHI 3MIHHU I8 IKOM I30BUX
KIITHH, (hOpMyBaHHS KiCTONMOMIOHUX MOPOXKHHUH, 3MiHU
eJIaCTUYHHUX BOJIOKOH: (pparMeHTalis, rinmepeaacTos,
MYJIBTUILTIKAIliS, BATOHYCHHS 1 PO3MPAMIICHHS, IUISHKA
3HAYHOT'O €JIACTOJI3HCY.

Muoxuany KM/l BusiBneHo y Bcix xBopux Ha CM.
BusHaueni 3MiHM OXHOTHIIHI, ajie Ha PI3HUX CTAIiIX
pouecy.
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