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DISSECTING ANEURYSM OF AORTA IN SYNDROME
OF MARPHAN

One of the rare inherent diseases of connective tissues
is described in this article, one of the clinical manifestation
of which is a dissecting aneurysm of aorta. The dissecting
of aorta is the most frequent cause of death of patient with
Marphan’s Syndrome.

The clinical case of enough young age patient with such
dysplasia of connective tissues as Syndrome of Marphan,
being a cause of development of aorta’s aneurysm. Such
methods of investigation as an electrocardiography, an
echocardiography, a computed tomography, an ultrasound
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dopplerography of vessels are conducted, in results of which
were revealed a dissecting of aneurysm of base and ascend-
ing aorta, also a premature of intimae on the whole length
of descending aorta. By classification of M.E. De Bakey this
case is picked up to the first type of dissecting, when the
premature of intimae spreads not only an ascending aorta,
but also an arc and descending aorta. The patient was carried
out the operation of Bental — De Bono with positive course of
disease, revealing on dynamic echocardiography.

Therefore, echocardiography is a misinvasing diagnos-
tic investigation and a method of choice in any inherent
diseases, especially when dysplasia of connective tissues
was revealed.

Key words: Syndrome of Marphan, dysplasia of connec-
tive tissues, dissecting aneurysm of aorta.

KJIMHUYECKHUH ONBIT IPUMEHEHUSA IMTPEIAPATA ADPTAJI
Y BOJIbHBIX XPOHUYECKOM PEBMATUYECKOM BOJIE3HBIO CEPILIA

C CYCTABHBIM CUHIPOMOM

B ctatbe npeactaB/ieHbl AaHHbIE NCCEA0BaHNS KIIMHNYECKON 3¢ dekTnBHOCTM npenapara AspTasl. YCTaHOBJIEHO, HTO
NMprMeHeHne 3TOoro riperapara oka3blBaeT NoJIOXXNTEeJIbHoe Bos,qeﬁcrsme Ha KJimnHn4eckmne v naﬁopaTOprle rnokasaresin 'y
60J1bHbIX XPOHUYECKOV PEBMATNHECKOV 60J1€3HbIO CEPALIA C CYCTaBHbIM CUHAPOMOM.

KnioyeBbie cnioBa: xpoHuyeckasi pesmatmyeckasi 60s1e3Hb cepatLa, CycTaBHOM CUHAPOM, AapTail.

eBMaTuyeckasi 6one3Hb cepaua 1 cerogHs octaeTcs

pacnpocTpaHeHHbIM 3aboneBaHMeM, NPUBOAALLNM K

DNTENBHOW HETPYAO0CMOCOBHOCTU N MHBANMAN3aumm
nuy pabotocnocobHoro Bo3pacta [1]. HecMoTps Ha CHuxke-
HVe YpoBHS 06Lei 3a601eBaeMoCTM B CTPaHe B NocneaHee
necatuneTue, npobnema peesMmatnyeckon 6o01e3Hu cepaua
Mo-npexHeMy 0CTaeTCs akTyaslbHOM.

YunTeiBas BeayLlyio poJfib BOCMaseHns B natoreHese
peBmMaTuyeckmnx 3aboneBaHuin, a Takke 60/b Kak 0QHOro 13
CMMNTOMOB, MEPBOE MECTO B Tepanmmn 3TUX naTonornyeckmnx
COCTOSIHUI OTBOAUTCSH HECTEPOUAHBIM NPOTUBOBOCNANN-
TenbHbIM Npenapatam (HMBM) [2].

M3BECTHO, YTO OCHOBHOW MexaHu3m aencteua HIBI
CBfI3aH C NogaBfieHNeM aKTUBHOCTU depMeHTa LUUKI00K-
cureHasbl (LLOIM), perynupytowero 6uotpaHchopmaumto
apaxmaoHOBOW KMCNOTbI B NPOCTAarNaHAMHbI, MPOCTALMKIINH W
TpombokcaH. Hannume aeyx nsodpepmentor — LJOM-1 un LLOr-2
obecneurBaeT perynsaumio MHOrMx GuU3nonorn4eckux, agan-
TaUMOHHbIX M NAaTOPU3N0N0rMYECKNX MPOLLECCOB, NpoTeKato-
LMX B opraHmame Jyenoseka. CornacHo COBPEMEHHLIM Mpea-
CTaBNeHNsM, B OCHOBE nHrnbuposaHusa LLOIM-2 nposisnsercs
NMPOTMBOBOCNANUTENIbHAA N aHabreTnyeckass akTMBHOCTb
HMBIM, a ¢ uHrnbuumen LLOIN-1 cea3biBaloT BO3HUKHOBEHME
Nno6OoYHbLIX 3 PEKTOB, NPOABASIOWMXCS racTponaTnuaMm,
HapyLeHnsaMmn GyHKUUKM NnoYek, arperauneii TpomooumToB
M renaTtoTokcu4yHocTbio [3].

B cBA3K C BbIWEN3N0XEHHBIM 0CO060€e BHMMaHMe K
cebe nNpuBrekaeT HECTEPOUAHbBIN NPOTUBOBOCNANNTENb-
HbIA NpenapaTt U3 rpynnbl apuiaykCyCHOMK KMCNOTbl Noj,
Ha3BaHmem Aaptan. NpenapaTt 06n1agaeT BblpaXEHHbIM
o06e360nBaOWMM, NPOTUBOBOCHANMUTENIbHBIM U Xapo-
noHmxarowmm apdektom. MHrmbumpyet LLOT-2 B 6onbLuen
cteneHun, 4em LOI-1, ogHako nogaBneHne akTUBHOCTU
060ux N30dbEePMEHTOB ONPEAENSET €ro BblpaXeHHYIo
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aHanbreTn4eckylo akTMBHOCTb. YrHeTaeT CMHTE3 NpocTta-
rmaHAMHOB, BNNAS TEM CaMblM Ha NaTOreHes BOCNaieHUs
M NINXOPaLKU.

Llenb nccnepoBaHns — ndyyeHme KnHM4eckom apoek-
TUBHOCTW Npenapata AapTan y 60J1bHbIX XPOHMYECKOW PEB-
MaTuyeckol 60ne3Hbio cepaua ¢ CyCTaBHbIM CUHAPOMOM.

MaTepuan u metoabl

B nccnepoBaHme 6binm BkAOYEHbl 19 60bHBbIX (12
KEHLMH U 7 MY>X4MH) C CYCTaBHbIM CMHAPOMOM Ha doHe
XPOHNYECKOWN peBMaTUyeckoi 60n1e3Hn cepaua, UMeoLwmx
cepaeyHyio0 He[oCTaTo4yHOCTb |l dyHKUMOHaNbHbIN Knacc.
JnarHo3 BbICTaBASAACA COrnacHo knaccudukaunm, npea-
noxeHHo Accounauuven pesmatonoros Poccun (2003).
Ons Bepndurkaumm gmarHo3a Ucnosiib30BaanCb KINHUKO-
nabopaTopHble U MHCTPYMEHTanNbHble nccnenosaHust. Cep-
[eyHas HefoCTaTOYHOCTb ONpeaenanacb B COOTBETCTBUN C
knaccudukaumen Poccuinckoro obecTsa cneunanmcTos
no cepaeyHon HepgocTtaTodHocTm (2002). CpegHuii BO3pacT
nauyeHToB cocTaBun 51+£2,3 roga.

BosibHbIE MPUHUMANM HECTEPOUAHBIN NPOTUBOBOCHANM-
TenbHbIN Npenapat AapTan B go3e 100 Mr aga pasa B AeHb
Ha 6a3e CTaHAapPTHOM Tepanuu, BAOYaBLLEN AMYPETUK, Cep-
OEeYHbIN MUKo3ua, NHrMbuTop AMNd, aHTUKOAryNSHT (TONBKO
onepupoBaHHble NaumMeHTbl). JanTenbHOCTb IeYeHus npe-
napatom AapTas COCTaBWIa YeTblpe HEAENN.

KoHTponbHyto rpynny coctasunm 20 npakTu4eckn 340-
POBbIX JINLL, COMOCTaBMMBbIX MO NMony 1 Bo3pacTty. Cpoku nc-
cnefoBaHns: OOMH MECSLL.

Cratuctuyeckas ob6paboTka BCex pe3ynsTaToB Uccle-
[0BaHWs BKJlOYana MeToabl BAPUaLMOHHOW CTaTUCTUKN C
BbIYMCNIEHNEM ANS KAXA0ro nokasarens cpegHen Benu-
YnHbl (M), ownbku cpenHent (m) n kputepus t-CtologeHTa
C NOMOLLbIO NaKkeTa NpuknagHbix Nnporpamm (statistica for
Windows 6.0).
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PesynbraTtbl U 00CyXaeHue

AHaNN3 NONYYEHHbIX AAHHbIX NMNOKa3as, YTO KJIMHUYECKN
CYCTaBHOW CUHAPOM Yy OOJIbHbIX PEBMATUYECKOI O0S1IE3HbIO
ceppAua B OCHOBHOM NPOSIBASCS B BUAE Xanob naunmeHToB Ha
apTpanrum (8%), 6051 B KpYMHbIX M cpeaHux cycTarax (92%).
Bonun 6ecnokonnn B KONEHHbIX, FOIEHOCTOMHbIX, NEYEBbIX,
JIOKTEBBIX M Jly4e3ansiCTHbIX CycTaBax, COMPOBOXAABLUNXCS
NMPUNYXIOCTbIO NEPUNAPTUKYNSPHbBIX TKaHelr, NoKpacHeHnem
1 MOBbILLIEHWE TeMNepaTypbl KOXK B 061aCTN NOPaXeHHbIX
CYCTaBOB, a TakXXe orpaHn4yeHmem yHKLUM CyCTaBOB.

Mpu aHanu3e AMHAMUKWN KIMHMYECKUX NoKasaTenen
yepes MecsL, OT Havasa NevyeHnst BbISIBNIEHO, YTO Y OO0JIbHbIX
XPOHUYECKOW peBMaTnieckom 6051e3HbI0 cepaLa 0TMeYanoch
yfyyLeHE COCTOSIHUS B BUAE YMEHbLUEHUS 6onen (y 68%),
npunyxnoctei (72%) B cyctasax. Y 38% 605bHbIX CyCTaBHbIE
6051 ncyeanu.

OueHka NpoTMBOBOCNANNTENIbHOM 3 dEKTUBHOCTM Npe-
napara npenapaTta AspTan NpoBOAMIACH C MOMOLLbIO UCCIe-
L0BaHNS NPOCTENLLMX MapKepPOB BOCMNANieHUs — IENKOUUTOB,
CO93, punbpuHorena, C-peakTMBHOro NpoOTEMHA.

M3yyeHne copepxaHua nenkoumtoB n CO3 y obecne-
AyeMblx BONbHbIX BbISBUIIO UX MCXOAHOE YBENYEHUE MO
CPaBHEHMIO C NpakTU4YecKn 340poBbIMU nnuamu B 2,3 1 1,8
pasa, cooTBeTCTBEHHO. K KOHLY Mecsua OT Havana nevyeHns
Hab00aNn0Ch JOCTOBEPHOE CHMDKEHME 3TUX NokasaTenei
(6,3x10%n n 6,6 mm/4, cooTBETCTBEHHO, P<0,05), (puc. 1).

CopepxaHue obuiero dubpuHoreHa B KpoBu y obcne-
OyeMbIX NAUVMEHTOB NPU X MOCTYMNEHUM B CTauMOHap O0-
CTOBEpPHO NPEBbLILLANO0 NnokasaTenu NpakTUYeckn 340PO0BbIX
nny, (3,86x0,2 r/n, p<0,05, npn Hopme 2,9%0,1 r/n). K koHLY
NPOBOAMMOW Tepannmnm 0TMeYanocb LOCTOBEPHOE CHUKEHNE
naHHoro nokasarens oo 3,01+0,2 r/n, p<0,05.

WccneposaHne C-peakTUBHOIO NPOTENHA BbISBUIIO, HTO
y 60JIbHBIX NPWU NOCTYMAEHUN B cTaumMoHap B 67% crnydyaesB
HabAaNNCh MONOXUTENbHBIE U CaBONONOXNTENbHbIE
pe3ynbTaTthl. [Mpyn NpoBeAeHNN KOHTPOJIbHBIX NCCNef0BaHNN
yepes MecsL, pe3ynbTaThl Y BCEX NaLMEHTOB OblLIM oTpULa-
TeNbHbIMU (pUC. 2).

BbiBOAbI

Taknm 06pa3om, pesyssTaThbl MPOBEAEHHONO HAMW UCCe-
[0BaHUS CBMOETENbCTBYIOT O TOM, Y 06cnenyembIx nauneH-
TOB NpUMeEHeHne npenapara AspTan Ha pOoHe CTaHAAPTHOM
Tepanuu okasbiBAET BbIPAXEHHbI MPOTMBOBOCNANINTENbHbIN
1 aHanbretTudeckunii adpdekt. Habniogaemoe B xone nevyeHns
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yNydLIEHVE KIIMHUYECKMX noka3saTtenen y 60/bHbIX XPOHU-
Yeckol peBMaTMyeckon 60Ne3HbI0 cepala NposiBASAOCh
NOMIOXNTENbHBIM BO34ENCTBMEM AAHHOMO Npenapara Ha map-
Kepbl BOCMaseHns, a Takoke yMeHbLUEHVEM N UCHE3HOBEHMEM
©0/1€BOr0 CMHAPOMA B CyCTaBax.
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CO3bIJIMAIbI PEBMATUANBIK XXYPEK AYPYbIHbIH
BYblH CUHOPOMbLIMEH A3PTAN MPENAPATTbIH
KIMUHUKANDbIK TOXIPUBEAOEI KONAAHYbI

Makanaga AspTan npenapaTbiHblH KIWHUKaNbIK
TMiMainiri Typanel ManimetTep GepinreH. Ocbl NpenapatTbib,
KonaaHybl HOTWXeCiHAe co3blniMarnbl peBMaTuKanblK Xypek
aypynapbiHaafsbl 6yblH CUHOPOMbIMEH KMMHUKAmbIK XoHe
nabopaTtopnblk KepCeTKILLTEPIHE XKakcapybl KOPCETINIEH.

Heezizzi ce3dep: XKypekmiH co3binimarbl peeMamuKarnbIK
aypysl, cytiek 6enzici, Aspmar.
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CLINICAL EXPERIENCE OF APPLICATION OF AERTAL
IN PATIENTS OF CHRONIC RHEUMATIC HEART DISEASE
WITH ARTICULAR SYNDROME

The article presents a study of clinical efficacy of the drug
Aertal. It was found that the use of this drug has a positive effect
on clinical and laboratory parameters in patients of chronic
rheumatic heart disease with articular syndrome.

Key words: Chronic rheumatic heart disease, articular
syndrome, Airtal.
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