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CoBpeMeHHAsI MEIMIIMHA XapaKTepU3yeTcsl BEICOKOW MHTEHCH(HKAIEH OOPHOBI 32 30pPOBBE
U OKU3Hb uyesnoBeka. COBEpIICHCTBOBAHME WHTEPBEHLMOHHBIX TEXHOJIOTMM — Beylee
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Jl1s cienuanucToB 110 MHTEPBEHLIMOHHOM MEIUIIMHE, IIUPOKOI0 Kpyra IIPaKTUKYIOIIUX BpadeH,
a TaKXe pPYKOBOJAUTENEH MHOTOMPO(UIBHBIX YUYPEKICHHH, OpPraHU3YIOIIHUX BBITOJHEHUE
MHTEPBEHLIMOHHOTO OCOOHUSI, Ha KOTOPBIX BO3JIOKEH KOHTPOJIb 32 KAU€CTBOM €r0 POBEICHHSL.
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CEPOEYHO-COCYOUCTbIA KOHTUHYYM MPU CUHOPOME MAP®AHA

3. B. 3emuoeckuii

CaHKT—HeTep6yprcxas[ ToCyHapCTBEHHA MeANATpUICCKad MCANINHCKAA aKaJIeMusl, CDeZ[epaJ'ILHLIﬁ LOCHTp cepAana, KpoBu

u SHI0KpuHONIorny M. B. A. Anmasosa, Cankr-IletepOypr

Obcyarcoaromes 6onpocsl CepOetHO-coCYOUCO20 KOHMUHYYMA Y NAYUEHMO08 ¢ cuHOpomom Mapgana u 6auskum emy no KiuHu-
YeCKUM NPOSIGIEHUAM CUHOPOMOM Haciedyemvlx napywenui coeounumensrot mxanu(HHCT). Hznaeatomes nogvie no0xoovl K
JuacHocmuxe cunopoma Mapgana, coenacro pesuzosantvim I eHmckuM Kpumepusm, oocysnHcoaromes nooxoosl K OUACHOCMUKe
CUCMEMHO20 80GIIEUEeHUSI COCOUHUMENbHOU MKAHU U €20 Pollb 6 duazHocmuke cunopoma Mapgana u poocmeennvix HHCT, noo-
UEPKUBACICSL B3AUMOCES3b MENCOY BPEMEHHBIM CEPOEUHO-COCYOUCbIM KOHMUHYYMOM npu cunopome Mapghana u ocroscHeHu-
MU, PA3GUBATOWUMUCS. NPU NPOSPECCUPOBAHUN AHEGPUIMbL AOPMbL U PA3GUMUL C3aHHOU ¢ cundpomom Mapghana kapouomu-
onamuu, 8bICKA3bIBAENCsL NPEONONONCCHUE O CYWEeCMBOBANUY OUCHIACMUYECKOU KAPOUOMUONAMUY, CEA3AHHOU C CUCTNEMHbIM
8061eUeHIEeM COCOUHUMETbHOU MKaHU. Paccmampusaiomes 60npocsl npocmpancmeenio2o Genomunuieckoeo KoHmunyyma, 6es
NOHUMAHUSL KOMOP0o2o Hego3modicha ouacnocmuxa HHCT. Tloduepkusaemces wupoxas 6apuadenbHoCns NPU3HAKO8 OU3aIMopuo-
2eHe3a, UX pasHas 1yeCmeUmenbHoCcms u cheyuguynocmo. Q6Cyscoaemcs BOnpoc 0 HeOONYCIMUMOCHIU YCMAHOGIeHUs OUACHO3A
CUHOPOMA OUCNIA3UU COCOUHUMETLHOL MKAHU HA OCHOBAHUU BbISIGTIEHUS] HECKOTbKUX NPUSHAKOE OUZIMOPUOCEHE3A.

cunopom Mapghana, cepoeuro-cocyoucmoiil KOHMUHYyM, PeHOMUNUYECKUTI KOHMUHYYM, OUCTIA3US
COCOUHUMENLHOU MKAHU, CUCIEMHOE B08NIeYEHUE COCOUHUMETbHOU MKAHU, OUCHAACTIUYECKAs Kap-
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CARDIOVASCULAR CONTINUUM IN MARFAN SYNDROME

E.V. Zemtsovsky
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Peterburg

Cardiovascular continuum in Marfan syndrome and clinically similar manifestations of inherited connective tissue pathology
(ICTP) is discussed. New approaches to diagnostics and treatment of Marfan syndrome in conformity with revised Ghent
criteria are described, the role of systemic involvement of connective tissue is discussed with reference to the relationship
between transient cardiovascular continuum and complications of Marfan syndrome related to progression of aortic aneurysm
and cardiomyopathy. The existence of dysplastic cardiomyopathy underlain by systemic involvement of connective tissue is
postulated. The second part of the lecture deals with spatial phenotypic continuum the understanding of which is indispensable
for diagnostics of ICTP. Marked variability of the signs of dysembryogenesis, its sensitivity and specificity are emphasized. It is
concluded that connective tissue dysplasia can not be diagnosed based only on a few signs of dysembryogenesis.

Key words: Marfan syndrome, cardiovascular continuum, phenotypic continuum, connective tissue dysplasia, systemic

involvement of connective tissue, dysplastic cardiomyopathy

3a 15 e, mporrennmx ¢ MOMEHTa BbIXO/Ia B CBET ITEPBOTO
BapuanTa [eHTckux Kputepues [1], MoneKyspHas U KIMHU-
YecKasl TCHEeTHKA HAKOIMIIa OTPOMHBIN OTIBIT PACTIO3HABAHUS
cuapoma Mapgana (CM) 1 psia OiM3KHX K HEMy IT0 (heHo-
TUMMYECKUM W KIIMHUYECKUM TPOSIBIICHUSIM HACJIEACTBEHHBIX
CcHUHIPOMOB. [ToSBHITHCE BIIEUATIISIFOIIME NCCIIE0BAHMs, OCHO-
BaHHbIe Ha aHaym3e Oosee 1000 ciyuaeB CM, moATBEpK/ICH-
HOTO MOJICKYJISIPHO-TEHETHIECKIMI METO/IaMH, TTOKa3aBIINE
3 (HEKTHBHOCTH BBIPAOOTAHHBIX KPUTEPUEB M BO3MOXKHOCTb
VX MCIOJIB30BaHu JUTsl PaBUIIbHOTO pacrio3HaBanust CM [2].

Bwmecrte ¢ TeM B HOMEHKJIaType T€HETUYECKH JIETEPMHU-
HUPOBAaHHBIX 3a00JIEBaHUN TOSBHINCH HOBBIE HO30JIOTH-
yeckue (opmbl, TpeOyromue mnpoBeneHus auddepeHiu-
allbHOM quarHoctuku ¢ CM, U CTajio MOHSITHO, YTO MHOTHE
HaclielyeMble CHHIPOMBI, OJM3KHE IO CBOWM BHEIIHHM
nposieieHussM k CM, umeroT o0Iue 3aKOHOMEPHOCTH pas3-
BUTHS U ONTACHOCTH BO3SHUKHOBEHHSI CEPIAECYHO-COCYAUCTBIX
OCIIO)KHEHH. Peub naeT o Takux CUHAPOMAax, Kak CHHIPOM
JIptouca—/lutua [3], cemeitnas aneBpu3ma aoptsl, MASS-
¢deHoTUI, CEeMEHHBIH NpoJanc MUTPAJIBHOIO KialaHa.
VIMeHHO OOIIHOCTh CEPAEYHO-COCYAUCTBIX OCIIOKHEHUH,
SIBJISIFOILIMXCSI OCHOBHOM MPUYMHON CMEPTH OOJIBHBIX C ITOM

YOTIOH HACHEeICTBEHHBIX HApyIIEHUH COeIMHUTEIHHON
tkanu (HHCT), naer ocHOBaHMe paccMmarpuBarh UX C TO-
3UIHN CEPACYHO-COCYANCTOTO KOHTHHYYMA.

ITonsiTHE CEPAEYHO-COCYTUCTOrO KOHTHHYyMa BOILIO B
MEUIMHCKUN 00MXO]] TTOCIIe BBIXO/Ia B CBET paboTsl V. Dzau
u E. Braunwald [4]. ABTOpBI 0OpaTiiii BHUMaHUE Ha CBSI3b
MEX]ly apTepUaIbHON THIEPTEH3UEH, Pa3BUTHEM THUIEPTPO-
(b JIEBOTO KENTyNOYKa, CAXaPHBIM THA0ETOM 2-TO THTIA, OXKH-
pPEHHEM M JUCIHITUIEMHEH W TPEUIOKHMIN paccMaTpuBaTh
BMECTE BCIO I1EITb COOBITHIA, COMPOBOK/IAIONIMX HEMPEPHIBHOE
pa3BUTHE CEPIICYHO-COCYIUCTBIX 3a00JIeBaHNH, OT (haKTOPOB
pHCKa JI0 Pa3BUTHS XPOHUUYECKON CEPIEYHO-COCY/IUCTON He-
nocrarouHocty 1 cmeptu. 0. H. benenkos u B. FO. Mapees
[5] paccmoTpenu noxpoOHO eNb COOBITHH, XapaKTEePHBIX IS
Pa3BUTHS CEPACUHO-COCYAUCTOTO KOHTHHYyMa BO BPEMEHH,
T. €. PaCCMOTPEINH 3TOT KOHTUHYYM KaK BPEMEHHOM.

IIpumenurensno k HHCT, xotopsie B Poccun yacto Ha-
3BIBAIOT JMCIUIa3UsIMu coenuanTenbHoi Tkanu (JJCT), ctporo
rOBOps, ClenyeT OOCYKAaTh IPOCTPAHCTBEHHO-BPEMEHHOM
KOHTHHYYM, OCKOJIBKY B IPOCTPAHCTBE NPH3HAKOB, OIUCHIBA-
JOIIMX Ty WM UHYIO HACJIEICTBEHHYIO [IAaTOJIOTHIO, KaXKIbIi 13
HUX (TIPU3HAKOB) M3MEHsAETCs BO BpeMeHu. Ilpu stom Bpems
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