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Pestome. OnucaH cnyyan gesatuneTHero HabnwgeHus 6onbHow, cTpagatowen cuHapomom Mapda-
Ha, OCMOXHUBLUMWACA TSXENbIMU NaToMopdonorMyeckummn M3mMeHeHuMsMu cepaua M cybToTanbHOM

aHeBpM3MOW aopThbl.

Ha nosnto aneBpu3M aopTsl (AA), BO3HUKAIOLIHX
Ha NOYBE BPOXXIAEHHOTO HECOBEPIUEHCTBA FMCTOrEHE-
32 COEAMHUTENIbHOI TKaHW, NPUXOAMTCA He OGosee
20% [5] Bcex cuyuacs. Hapywenuce o6meHna mykono-
JMCaxapUa0B, CYUTAIOT, — OAHO W3 BEAYyLIHX 3BEHbEB
natoreHesa 3a6onesanus [3]. [Tono6Hoe MOXHO Ha-
6ytonate Takke npu cuHapomax bunca, Crtuknepa,
npu romouucTHHypum [1]. Ho HaubGonee BblpakeHO
31O NpH cunapome Mapdana [6]. [Ipu 3TOM oTMeua-
10T Ae(eKT pa3BUTHS 3JACTHUECKHX CTPYKTYp COeaM-
HUTEJIBHOM TKaHU U MEXYTOUYHOTrO BELLECTBA B CBA3M
C BHYTPHYTPOOHBIM HApYLIEHHEM OOMEHA XOHAPOMT-
cy/b$aTHON, XOHAPOUTCEPHON U TIIHOKYPOHOBOH KH-
cnot [4].

Mo psiay npuyun paciio3Hator cuHipom Mopodana
C 3ano3gaHHeM, O HEM HAuYHHAKT AyMaTb, KOrga y
60/IbHOTO MOABJAKTCA ABHble NpPU3HaKH 6o0Ne3Hu:
H3MCHCHHR CO CTOPOHbI KOCTHO-MbILICYHOMH, cepaey-
HO-COCY/HMCTOW CHCTEM, H3MCHCHHUsi rna3 W ap. Ha
NPakTHKE e He BCEraa dTO OLEHUBAETCA B KOMIUIEK-
cc. Hepeako cuMntombl 6Oj€3HH Bbipa)KeHbl HEOT-
YCTJMBO, U OHO IIPOTEKAET B CKpbITOi (opme [2].

M nadurodacm na nporsxkeHun 9 ser (1992-
2001) kpaiine peakuit cnyqaii — cuuapom Mapdauna y
6onbHoOll 40 net (ucT. 6-HU 6473), y KOTOpOH, Kak
3TO CTANlO CeHYac ACHBIM, 110CTENEHHO NPOMCXOAUIIO
pacciloeHHe aHCBPHU3Mbl 20PThI.

BnepBble 32 MeauuMHCKOH noMolibi oHa obpa-
THJIaCh ¢ xanobaMu Ha 1PUCTYNbl OCTpod Gonu 3a
TPYAMHOH AABALICTO, CXKMMAIOLLErO XapakTepa, Mo
10-15 MHHYT, KynHpYIOtIHEcs caMocToATeNbHO. [Ipu
obcnenosaHuu  axorpaduuyecku oOHapyxeHO He-
Gonblloc pacwiMpeHune ayru aopTel. Ha mpoTskeHun
JUIMTCILHOTO BpeMeHH OGonbHas nojyyana kapauo-
TPOMHYIO M APYryI0 CHMITOMATHYECKYIO TEpamHio.
beina Ha aucnaHcepHom yuéte. [Ipu ouepeaHom 06-
cneaoBadn B Hauanc 2000 roaa GblO BbIABIEHO
PACLIMPCHHC BOCXOASALLCH aopTel, Ayrd 1o 6 cMm.,
npoaalc MUTPaJIbHOrO, TPUKYCMHAAILHOTO Kilala-
HOB, IBYKOHTYPHOCTb B 00/1aCTH 3aJlHEil CTEHKH AyrH
aopTbl. [lo3nHee MOABWIMCH IIPU3HAKM AOPTaJIbHOIA,
MHTPAJILHONH U TPHKYCIIMAANBbHOH HEAOCTAaTOUHOCTEH.

B nekabpe storo sxe roaa 6ojbHas roCOHUTANU3HU-
poBaHa B CPOYHOM MOPSAIKE B NajaTy WHTEHCHBHOM
Tepanuu KapIUOJOrM4EeCKOro OTAeNeHHs |-oi ro-
POACKOH KIMHHYECKOH 60NbHHMUBI B CBA3M C. OCTPO
BO3HMKLIEH 6ONbIO 32 TPyAHHON, UppaaUaluei e€ B
06e pyxH, N03BOHOYHMK. JIe)KypHBbII Bpay KOHCTaTH-
poBan y 60JIbHOH KPaTKOBPEMEHHYIO MOTEPIO CO3Ha-
Hus. B TeyeHue BOCbMM’ HeleNb €l MPOBOAMIOCH
CUMNTOMAaTHYECKOE JieueHHe (HapKOTHYECKHE aHaslb-
reTHKH, MepeiMBaHHe 3PUTPOMACCHI, MpenapaThl xe-
ne3a, kapadoMeTabonuTsl, HUTpaThl U Ap.). CocTos-
HUe 60JIbHOW NMOCTENEHHO yay4uwuiaocsk. Ho npu ove-
peaHOH 3xokapaHorpaduu 6bII0 OTMEYEHO pacLiM-
peHHe MOYTH Bcell aopThl A0 6 CM., ABOHHON KOHTYP
BOCXOAALIEN a0pThl, AYyTH, HUCXOAALIEH I'PYAHOH M
cynpapeHanbHoro otaena OproiHoi aopThl, TypOy-
JIEHTHbI KPOBOTOK B HEM.

[IpuHuMas BO BHHMaHHE acCTEHUYECKOE TEJoCIo-
’KEHMe NauUeHTKH, BBICOKMH pOCT, “BOpOHK006pa3-
HYI Tpyab”, “NTHYUI HOC”, apaxHOIAKTHIIHIO; ay-
CKYJIbTaTHBHbIE JaHHblE: CUCTOIHYECKUH ILyM Han
BCEMM ayCKyJbTaTUBHBIMH TOYKAMH CEpALA C JMH-
UCHTPOM Ha BCPXYILKE, AHACTOIHYECKHH — B TOUKC
borkuHa-3p6a, Ha Bepxylike cepaua, CTOMKOE CHH-
’KeHHe JUACTOJIMYECKOrO apTEpPHalbHOTO MAaBJIEHUSA
10 50 MM pT. CT. W AaHHBIE dxokapauorpaduu Obui
BBICTABNIEH JMarHo3: cMHApoM MapdaHna, xpoHH4e-
CKas pacc/laMBalOLLasca aHEBpU3Ma BOCXOAALLEH
aopThl, AYrH, HUCXOASALLEH FPYAHON M cynpapeHab-
HOro oTaena OprlolWHON aopTbl, HEAOCTATOYHOCTb
a0pPTaJbHOT0, MUTPAJILHOIO, TPUKYCMHAANILHOTO KJla-
11aHOB, XPOHHMYECKas cepaeyHas HeapocTaTouHocTs I

bonbHas KOHCYNbTUPOBAaHA B KapAMOXUpPYpruue-
CKOM OTAEJeHUM Ha NpPEeAMET BO3MOXHOCTH onepa-
THBHOTO JICYEHHS,

Llens coobutenus: oO6paTHTh BHMMAHHE IPAKTH-
YCCKHX Bpauyeld Ha BO3MOXHbIH BapHaHT TCUEHHSA
cunapoma Mapdana. OcobeHHOCTb ciyyas: npu AH-
TEJbHOM CYLLECTBOBAaHWM paccilauBarolLeil aHeBpPU3-
MBI, pacrnpocTpaHMBIUEHCs Ha 6OJBLIYIO 4acTb aop-
Thl, He HabJIOAaeTCA JIETATENbHBIX OCJOXKHEHHI.

CHRONIC STRATIFICATION OF AORTIC ANEURISM IN MARFAN’S SYNDROME
E.V. Goncharova, S.A. Cheptsova, A.S. Arkhipova, T.V. Saburova, V.I. Osipov
(Its City Hospital, Chita, Russia)

A case of nine-year-follow-up of a female patient with Marfan’s syndrome complicated by severe morpho-
logical changes of the heart and subtotal aortic aneurism has been described.
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Pestome. B nekuymn paccmMoTpeHbl BONPOChI NpeHaTanbHon (40poA0BOM) ANArHOCTUKKN HacneacTBeH-
HOW 1 BPOXAEHHOW NaToorMn YenoBeka, KOTopas Ha COBPEMEHHOM 3Tane ABAAeTca caMbiM adpdex-
TUBHBIM METOAOM MPOMUNAKTUKK POXOEHUS AeTeil C BpOXAEHHOW natonornei. Metoabl npeHatanb-
HOW AMarHocTukK no3BonaT noytn co 100% TOYHOCTBIO NOCTaBUTb AWMArHO3 HacneACTBEHHOro 3a-
HoneBaHusA nnoAa Ha paHHUX cpokax 6epeMeHHOCTH, YTO No3BonNAeT npepeaTb 6epeMeHHOCTb.

[TpcHarajabHas JMarHOCTHKAa — COBPEMEHHOE Ha-
npaBJieHUE MEIHLMHCKON FeHETHKH, KOTOPOE 3aKJo-
YaCTCsl B MCCJICAOBAHWHM 3apOAbILIA YEJOBEKa C Le-
JIblO BbISIBJIEHHS BPOXICHHON M HacjleACTBEHHOM Na-
TOJIOTHH.

MeTonbl, npuMeHsieMble B PEHATaJIbHON AMArHO-
CTHKE, I0APa3AEAOT HA HENPSMBbIE, KOIaa 00bEKTOM
HCCIICAOBAHMS ABJIACTCS OCPEeMEHHAs KCHIUMHA, H
npsAMble, KOIAa HccileayeTcs caM maon. [Ipsimble Me-
TOAbl MOFYT ObITb HEMHBA3UBHBIMM M WHBa3WBHBIMH
(oncpatuBHbIMM). HemnpsiMble MeTOAbl NO3BOJISIOT
MPOBOAUTL OTOOP KCHL{MH IPYNI BbICOKOrO pUCKa
LTSl faibHelero yriay6aeHHoro Habo1eHusl,

OCHOBHBIMH NOKa3aHWSAMM Ul HanpasiieHus Oe-
PCMCHHOIl Ha 1IpCHATaNbHYK AMArHOCTHKY SBJISIIOT-
cs:

1) Bo3pacT skeHw bl cTapwe 35 jet (B Poccuu no
upukasy Munsapasa 1993 r. — crapuic 39 jer);

2) HaJINYUC HC MCHCC JABYX CaMONPOH3BOJIbHBIX Bbl-
KuubIWCi (aBopTOB) HA paHHHX CpPOKax GepeMeH-
HOCTH;

3) Hanuuue B ceMbe peGeHKa WM MIOAa OT Npenbl-
ayuieii 6epeMeHHOCTH ¢ Gonesnbto [dayHa, apy-
FMMH XPOMOCOMHBIMH OONE3HSIMH, C MHOXECT-
BEHHBIMHM BPOXIEHHBIMH [OPOKAMH, CeMeHHOC
HOCHTEJILCTBO XPOMOCOMHbBIX EPECTPOCK;

4) MHOTHE MOHOT'CHHBIE 3a00JICBAHHSA, paHCE AMArHO-
CTHPOBAHHbIC B CEMbe MM y ONIMKAHIINX POIACT-
BEHHHKOB;

5) np¥MeHeHHe Nepea W Ha PAHHWX CpoKax OCpeMeH-
HOCTH psiia hapMaKoJIOTHUYECKHX MpenapaTos;

6) nepeHeceHHble BHUpYCHble HH(EKUHH (renaTur,
KpacHyxa, TOKCOIIa3Mo3 U Ap.);

7) o6nyuenue Koro-Hudy/b U3 Cynpyros 10 3a4aTHs.
Mertoanyeckue TpeGoBaHUs K MPEHATaJbHONH M-

ArHOCTHKH BKJ/IIOHAIOT BBICOKYIO TOYHOCTb METOAA,

HaHMEHbIIYI ONACHOCTb OCJIOKHEHHH, MAKCUMAJIbHO

MaJiblit cpoK €<peMEHHOCTH.

M3 HenpsAMbIX METOLOB HauOOJbllee MPOrHOCTH-
YEeCKOE 3Ha4YeHHE MMEEeT HMCCJCN0BaHME MapKCPHbIX
9MOpHHaNbHBIX OENIKOB B ChIBOPOTKE KPOBH MaTEpH,
Takux, kak ansda-gperonporenn (APII), xopHaabHbIA
roHagotpount (XTI, cBoGogublit actpanuon (HI) u
HEKOTOpbIC Apyrue. OTH OCIKH CHHTC3MPYHOTCH
KJIETKaMH CaMOoro IJIo4a WK MUIAUEHThl H MOCTYNaloT
B KPOBOTOK MaTepH, MPHUYEM MX KOHUEHTPALMS B Chl-
BOPOTKE KPOBH OEpEMEHHBIX MEHSCTCS B 3aBHCHMO-
CTH OT CpoKa OepeMEeHHOCTH M COCTOSHMs MJoAa.
M3meHeHHe HOpMasbHOH OWHAMMKH 3THX MokazaTe-
Jed KOppenupyeT C OpPraHW4eCKHMH [OPAKEHUAMH
mioaa (cuHapom JlayHa, OTKpbITble Ae()eKThl HEpB-
HOW TpyOku: dk3eHuedans, MO3roBble IPbIXH, He3a-




