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Cunzpom Mapdana 0bu1 onican 6ojiee 125 jieT Ha3aja, HO NO-NPEKHEMY OCTAETCS BEChbMA CJIOXKHOM M AKTYaIbHOW MeIMIMHCKOI
npodaemoii. Ilenb. OueHUTh XapakTep U CTeNeHb TSHKECTH CepAevuHO-COCYAUCTbIX 0CI0KHeHuii cunapomMa Mapdana. B Pecny6-
ke KpbiM npoanaim3upoBan katamie3 15 nauuenTos ¢ cunapomom Mapdana: ot 1 10 3 ner — 1 (6,7%) pedenok, 3—7 aer —
3 (20%), 8—12 aer — 3 (20%), 13—17 aer — 8 (53,3%). B 2 ciyuasix BbisiB/ieHa ceMeiinasi (hopMa 3a00,1eBaHuUs.

Meroapl. IuarHocTuka cuHapoma MapdaHa OCHOBBIBAIACH HA M3YUeHUM TeHEANOTHYeCKUX JaHHBIX, aHaiu3e MopdodeHoTuna
M Pe3yJbTaTaxX KIMHNYECKOro oocienoBanus. CreneHb TSKECTH CEePAEYHO-COCYIMCTHIX OCI0KHEHHIl OIEHUBAJIM MO JAHHBIM KJIM-
HUYECKMX M MHCTPYMEHTAJIbHBIX UccenoBanuii. Pe3ynsraTel. [TopaxkeHue cepaua nposiBisiioch HEIOCTATOYHOCTHIO MUTPAJIBHOTO
KJIANaHa ¥ paciuupenueM Bocxoasmeil aoprol. [IpuBeneHbl co0cTBeHHbIE KIMHUYECKHE HADIIOAEHUS 32 TOAPOCTKOM C OCTPbIM pac-
CJIOEHHEM A0PTbI, KOTOPOE NPHUBEJIO K CMEPTH H3-32 0TKA3a poauTeJieii oT onepanmun. Tpem Ipyrum qeTsm ObLIO YCIIENIHO NPOBEIEHO
onepaTHBHOE BMEIATEILCTBO, B YACTHOCTH onepanuu o benramwty u no JI3Buny. OcrajibHbie 1€TH ¢ AHEBPU3MOI A0PThI HAXOAATCS
noJ1 HAO/II0IeHHeM U He HYXKIAI0TCS B ONePATHBHOI KOPPEKIUH.

3akmouenne. IIpuBeeHHbIe KIMHMYECKHE MPUMEPBI JOKA3bIBAIOT, YTO POJUTEIIN HE BCETIA 0CO3HAIOT TSXKECTh COCTOSIHUS PeOeHKa.
BaxkHO MOIYEpPKHYTh, YTO COBMECTHASI Pad0OTa POAMTEEll, KAPANOJIOra W CaMOr0 MALMEHTA CNOCOOCTBYET COXPAHEHHIO JKHU3HH,
YIYYIIEHHIO ee KAYeCTBa M MPOA0JLKUTETbHOCTH.

Karouesvte caosa: demu, cunopom Mappana, cepoue, 0cA00CHEHUS, HEOOCMAMOUHOCMb MUMPAAbHO20 KAANAHA, PACUUPEHUE 80CX0-
dsueit aopmeol.

Ansa untupoBauns: Cyxapesa [.0. CepaneyHo-cocyamncTbie 0CI0XHeHUs cuHapoma Mapgana y netevi Kpbimckoro pernoHa. Poc BeCTH nepu-
Haton v neavatp 2019; 64:(1): 116—-119. DOI: 10.21508/1027-4065-2019-64-1-116-119

Marfan syndrome was described more than 125 years ago, but it still remains a very complex and urgent medical problem.

The objective. To evaluate the nature and severity of cardiovascular complications of Marfan syndrome. In the Republic of Crimea, there
was analyzed the follow-up study of 15 patients with Marfan syndrome: 1 — 3 years old — 1 child (6.7%), 3—7 years old — 3 children (20%),
8—12 years old — 3 children (20%), 13— 17 years old — 8 children (53.3%). In 2 cases there was the familial form of the disease.

The methods. The diagnosis of Marfan syndrome was based on the study of genealogical data, analysis of the morpho-phenotype and the
results of the clinical examination. The severity of cardiovascular complications was assessed according to clinical and instrumental studies.
The results. Heart failure was manifested by mitral valve insufficiency and expansion of the ascending aorta. The article contains
own clinical observations of a teenager with acute aortic dissection, which led to the death due to the parents refusing the operation.
Three other children successfully underwent surgery, in particular, surgery after Bentall and David. The remaining children with an
aortic aneurysm are still followed-up and do not require surgery.

The conclusion. These clinical examples prove that parents are not always aware of the severity of the child’s condition. It is impor-
tant to emphasize that the cooperation of the parents, the cardiologist and the patient himself contributes to the preservation of life,
improvement of its quality and duration.

Key words: children, Marfan syndrome, heart, complications, mitral valve insufficiency, expansion of the ascending aorta.

For citation: Sukhareva G.E. Cardiovascular complications of Marfan syndrome in children in the Crimea. Ros Vestn Perinatol i Pediatr 2019;
64:(1): 116—119 (in Russ). DOI: 10.21508/1027-4065-2019-64—1-116-119

CI/IHZ[DOM Mapdana — 00yie3Hb COEIUHUTEIbHOM
TKaHW, HacJeaylomascsd IO ayTOCOMHO-IOMMU-
HaHTHOMY TUITy. 3a0ojieBaHuEe OOYCJIIOBJICHO MyTallMsI-
mu reHa FBNI1 (okanmuzaumst reHa — 15q15—q21.3),
BCTpevaeTcs ¢ yactoToir 1—2 ciayyast Ha 10 ThIC. HOBO-
poxaeHHbIX. KimHudyeckuii moauMop@usM BapbUpy-
€T MO CTeNeHU BbIPAKEHHOCTU CUMIITOMOB: OT JIETKUX
¢dopM, TPYIHO OTIMYMMBIX OT HOPMBI, IO TSKEJIOTO
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WHBaJIMAU3UpYoIIero TeueHus. CeMeliHbIe clydau co-
cTaBJISTIOT TouTH 75%. HecMOTpst Ha TO YTO CHHAPOM
Mapdana onucan 6ojee 125 yier Ha3am, OH TMO-TIPEX-
HeMy TIpeACTaBJIsIeT BeCchbMa CJIOXHYI0O M aKTyaJlbHYIO
MEIULIMHCKYIO Tipooiemy [1—4].

Ilens wWccnemnoBaHusA: OXapaKTepu30BaTh BO3MOXK-
HbIE CepIEeYHO-COCYIUCTBIE OCTOKHEHUST TIPU CUHIPOME
Mapdana 1 mpociiennTh KaTaMHe3 3a00JIeBaHNST Ha TIPU-
Mepe COOCTBEHHBIX HAOTIOICHMUIA.

XapaktepucTtuka petei U MeToAbl UCCNeAoBaHUS

ITpoananu3upoBaH KaTaMHe3 15 neTeit 1 MoIpOCTKOB
¢ cuHnpoMoM MapdaHa, HaXOASIIMXCS Ha TUCIIaHCeP-
HoM yuyere B KpBIMCKOM pecryOJuKaHCKOM MeIuKO-
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Cyxapesa I.5. CepneuHo-cocymucTbie ocIoxHeHus cuHapoMa Mapdana y neteit KppiMckoro pervioHa

Puc. 1. Ilposisienus: cunapoma Mapdana y Hadmonas-
muxcs aereii: apaxuogakTwms (A), kwiesumHas (b)
1 BopoHKooOpa3Has (B) nedopmanms rpyaHoii KieTkn
Fig. 1. Features Manifestations of Marfan syndrome
in observed children: arachnodactyly (A), keeled (B)
and funnel (C) chest deformity

reHeTUYeCcKoM HeHTpe: oT 1 1o 3 net — 1 (6,7%) pebeHoK,
3—7 aer — 3 (20%), 8—12 ner — 3 (20%), 13—17 net —
8 (53,3%). B 2 cinyuasx BbIsIBJIieHa ceMeliHas hopma 3a-
0oJieBaHUSI: 2 CECTPhI B ONHOI cembe U 3 neTeit (2 Masib-
yuKa 1 AeBOYKA) B APYTOM.

JlmarHoctuka cuHApoMa Mapdana O6a3upoBajach
Ha M3yYeHWM TeHeaJorMYecKUX JaHHBIX (COCTaBleHUE
W aHaJu3 POAOCIOBHBIX) M aHamu3e MopdodeHOoTHura,
KOTOPBIN BKITIOYAJT OLIEHKY (hU3NIECKOTO, HEPBHO-TICU-
XUYECKOTO Pa3BUTHS MallMeHTa, MCCIeaoBaHMe opraHa
3pEHUST U COCTOSTHUSI CEPIACYHO-COCYIUCTOM CUCTEMBI.
B niponiecce paGoThl ucronb3oBanu OanibHbie [eHTCKue
kputepuu, mnepecmorpeHHbie B 2010 1. JluarHos ycra-
HaBJVBAJIU TIpU Haauuuu | U3 5 OCHOBHBIX/OOJBIINX
CHUMNITOMOB (BBIBUX XPYCTaJIMKOB, aHEBpPU3Ma aopThI,
apaxXHOMAKTUIUS, naeopMamus TPYIUHBI, KUDOCKO-
JINO3) U 2 JOMOJHUTENbHBIX/MabIX (MUOIMS, TPOJanc
MUTPAJTbHOTO KJIalmaHa, yMepeHHasT TUIIePITOABUKHOCTh
CYCTaBOB, BBICOKHUI POCT, TUIOCKOCTOITHME, CTPUM, TTHEB-
MoTtopakc) [5].

VY Bcex 15 pmereit ¢ cuHapomoM MapdaHa ObLIU
0OHapyXeHBl DKTOIMUS XpyCTallMKa; XapaKTepHble W3-
MEHEeHUsT MOp(OJOrMu Tejla U KOHEYHOCTEe: u3Me-
HEHUS (DU3MOJOTUIECKONM KPUBU3HBI MO3BOHOUYHUKA
(martosornyeckue Kudo3 u/uin cKoano3), yIauHeHue
KMCcTel M apaxHomakTuius (puc. 1, A), KuieBumHas
(puc. 1, b) unm pexe BopoHkooOpa3Hasi (puc. 1, B)
nedopmanus rpyaHoit kiaetku. OmHako ocoboe BHU-
MaHUe MBI 00PaTUIN Ha CEPAEeTHO-COCYIUCTYIO CHUCTe-
My [6—8], cocTosiTHME KOTOPOI OLIEHUBAJIM 10 JaHHBIM
KJIWMHUYECKUX U WHCTPYMEHTATbHBIX UCCAeIOBAHUMN —
peHTreHoTpadusi OpraHOB TPYAHOM KJIETKHU, 3JIEKTPO-
Kapauorpadusi, XOJATEPOBCKOE MOHUTOPUPOBAaHUE
OKI, cyrouHoe MOHUTOPUpPOBAHUE apTEPUATBHOTO
JaBJICHUS, 9XOKapaAuorpadus ¢ IIBETOBLIM ITOMIJIEPOB-
CKMM KapTUPOBaHUEM.

Pe3ynbTathl u 06CyXaeHue

B Hammx HaGoneHUSIX TTOpaKeHe cep/ila Mpyu CUH-
npome MapdanHa IposBIIsUIOCH B BUIe HEIOCTaTOYHOCTH
MUTpPaAJIbHOTO KJ1arnaHa (puc. 2, A) U pacliupeHusi BOCXO-
nsieit aopThl (puc. 2, b) — npusHakax HauMHaIIEHCs

aHEBPU3MBI AOPTHI. B 3aBUCUMOCTH OT TSIKECTH Hapy-
IIEHWH MBI IPUHUMAJIN pelieHre MO0 O TTPOIOIKEHUN
HaOoIeHNsT 32 OOJIbHBIMM, JIMOO O HAmpaBJIEHUU HX
Ha KapaIUOXUPYPTUUYECKOE JICUYeHUE.

TMoxazaHusIMMU K TIPOBEIECHUIO MPOMPUIAKTHIECKOM
orepaly Ha aopTe y OOJTbHBIX ¢ aHEBPU3MOIT BOCXO/ISI-
IIETO OTaea aoOpThl CIYXUT paclliipeHre aopThl OoJjee
5 cm. [mg mamueHTOB ¢ cmHIpoMoM MapdaHa peko-
MEHIIOBAHO BBITIOJTHEHHE OTIepallii Ha aopTe TPHU pac-
mupeHnn 10 5 cM. M3BeCTHO, 4TO pUCK pa3phiBa aop-
Thl Y OOJIBHBIX C CMHIApOoMOM MapdaHa Tnpu auameTpe

Puc. 2. Dxokapauorpamma pedenka K., 8 ner: memocrarou-
HOCTh MHUTPAJbHOrO KiaamaHa (A), pacumpeHHe BOCXOISIIEN
aoptsl (B).

Fig. 2. Echocardiography of child K., 8 y.: mitral insufficiency
(A, dilatation of the ascending aorta (B).
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pacmpeHus 10 6 cM B 4 pa3a BbIlIe, YeM
y TIALIMEHTOB C aHEBPU3MOW B OTCYTCTBHE
cuHapoma Mapdana. CrenyeT MOMHUTb,
YTO pacCliOEHWE AOPTHI SIBISIETCS OCHOB-
HOM TIPUYMHOM CMEPTHOCTU W WHBAJTWI-
HOCTH y TIAlIMEHTOB, TTO3TOMY TpoduIaK-
TAYECKasl OTepamus MMeeT Ype3BbIUaiiHO
6osbioe 3HaueHue [6, 8, 9]. Bomee Toro,
OGOJIHBIM, Y KOTOPBIX TEMIT PaCIIUPEHMS
aopTHI TIPEBHIIIACT 3 MM B TOI, a TaKXe
OOJILHBIM C CEeMEWHON HCTOpueit paspbl-
Ba aOpThl HACTOSITEIbHO PEKOMEHIYETCS
MOJIYYUTh TTPOMPUIAKTUUECKYIO KapIHOXH-
PYPTUUYECKYIO KOppEeKIMio Ha Oojiee paH-
HUX 3Tarax paciImpeHus aopThl.

Oco060ro BHUMaHUS 3aCIYKUBAET CITy-
yaii pebenka P. ¢ cuHapomom Mapdana
(puc. 3, A), KOTOpbIii B CBSI3U C OTKa30M
poauTeNeil OT AUCMaHCEPHOTO HabJoIe-
HUST Ha TIPOTSDKEHMU 2 JIET He TIPOXOIVIT
obcienoBaHre y Kapauosiora. Bo Bpems
cienylolero (mocjae mepepbiBa) OCMOTpa
ObIJIO KOHCTATUPOBAHO YXYAIIEHUE COCTOSTHUSI OOJb-
HOTO: YCUJIWJIAch OMbIIIKA, TOSBWJINCH KapAuaJTuu
U TaXWKapaus TIpU Harpy3Ke, HapacTaja cepaevyHast He-
JIOCTaTOYHOCTh, B CBSI3W C 4eM PeGEHOK OB HaIrpaB-
JIEH Ha OrepaTUBHOE JieUeHUe B KapAUOXUPYPTrUIeCKUi
eHTp. OT TpoBeleHUsT OTepallii 1 JaJlbHENIIEro Ha-
OJIIOICHNUST €TO POIUTETN, HECMOTPS HAa MHOTOYHMCIICH-
Hble Oece/lbl, KaTerOpUIECKN OTKa3aJduCh, 4TO Ha 17-M
TOAY >KVU3HU TIPUBEJIO K PACCIOCHUIO aHEBPU3MBI aOPThI
(puc. 3, b) 1 cMepTH NMalyeHTa.

B Hacrtosmiee BpeMs 4eThbIpeM HaOIIOAABIIUMCS
HaMM JIeTsIM Obljla BBITIOJTHEHA KapaIMOoXUpyprudyecKast
orepanusi, U3 HUX TpouM — mo beHTamny (mpore3m-
poOBaHMWEe aOPTAJIBLHOTO KJarmaHa W BOCXOISIICH aop-
ThI) U B OTHOM ciydyae — no pBuay. Tak, pedenky Y.,
10 net, ObLIa BhIOTHEHA oTiepanius J3Buaa no moBomy

OBMEH OlbITOM

Puc. 3. Pedenok P. ¢ cunapomom Mapdana B Bo3-
pacrte 14 net: xapakrepHblii peHoTHn (A); MAKpO-
npenapat cepana u aoptbl (b) pedenka P., ymep-
mero B Bo3pacte 17 Jjer oT pacciioeHHs] aOpThI
(YKa3aHO CTpeJIKOii)

Fig. 3. Child R. with Marfan syndrome at the age
of 14 years: characteristic phenotype (A); autopsy
findings in the heart and the aorta (B) of child R.
who died at the age of 17 y. of aortic dissection
(indicated by an arrow)

BBIPaXKeHHOU AUJIATALIMKA a0PThI, CHHYCOB BabcaabBbl
U YMEpPEeHHOI aopTajibHOW HEIOCTAaTOYHOCTU. B oTna-
JIEHHOM TIOCJIeOTepalliOHHOM Tepuomae (depe3 5 JeT)
COCTOSIHUE TallMeHTa yIoBJIeTBOpUTEIbHOE. Bce ome-
pauuy MPOIIJINA YCIENTHO, TOJBKO Y OMHOTO TaleHTa
III. B mocaeomnepalluOHHOM MEPUOE BOSHUKIIH OCTOXK-
HeHUsl. DTOT MOAPOCTOK B Bo3pacTe 17 JeT mo moBo-
ny pacciioeHust aopThl O0b1 HampabieH B «HUMNCCX
uM. H.M. AmocoBa», rjie emy Obla BBITIOJIHEHA OTle-
pauus benTasna: mpoTe3upoBaHUe BOCXOASIIEH a0pThI
(puc. 4, A). B nocneonepallniOHHOM MEPUOJIE BOZHUK-
JIV OCJIOXKHEHUS B BUJAE THAPONEPUKApIa W TUAPO-
Topakca (puc. 4, b). B HacTosIee Bpems MalueHTy
20 JeT, ero COCTOSHHWE YIOBJIETBOPUTEIbHOE, MPOTE3
A0pTHI COCTOSITeJIeH. BobHOM HAXOAUTCST TTOA HAOJTI0-
NeHWeM KapauoJIoTOB.

Puc. 4. Pe3yabraTsl oocaenosanns pedenka II1., 17 ner: anrnorpacdus yepe3 1 roa mociie onepamuu no benran-
JIy — TMPOTe3 BOCXOSAIIEid a0PThI YKa3aH CTPEJKOil (A); peHTTeHOrpaMma opranoB rpyaHoii kietkn (B) mocie
NPOTE3UPOBAHMS BOCXOsAIIEH 20pThI (THIAPOTOPAKC M THAPONIEPUKAP/T)

Fig. 4. Results of clinical examination of child Sh., 17 y.: angiography (A) one year after the Bentall procedure
(ascending aorta prosthesis is indicated by an arrow); chest x-ray (B) after replacement of the ascending aorta
with prosthesis (hydrothorax, hydropericardium)
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Cyxapesa I.5. CepneuHo-cocymucTbie ocIoxHeHus cuHapoMa Mapdana y neteit KppiMckoro pervioHa

OcranbHble J€TU W3 Halllero JIOKAJIbHOTO peecTpa
(4 3 HUX — ¢ BepU(UIIMPOBAHHOI aHEBPU3MOI aOPThI)
Ha MPOTSLKEHUW MHOTHUX JIET HAXOIATCS IO HaOMOAeH! -
€M JIETCKOTO KapMoJiora U KapMOX1Upypra 1 B HaCTOSIIIIEe
BpeMsT He HYKIAIOTCST B OTIEPAaTUBHOI KOPPEKIINN.

Takum oOpa3om, Ha OCHOBAaHUMU PE3YJITaTOB aHAJIM-
3a KPBIMCKOTO peecTpa nereid ¢ cuHapomoM MapdaHa
MBI MOXEM TIOATBEPANUTH, YTO CEPAECYHO-COCYIMCTHIN
KOHTUHYYM [8] 1pu JaHHOM 3a00JIeBAHUM CKJIaJIbIBACT-
csl U3 TpeX BO3MOXKHBIX CLIEHapHeB Pa3BUTHUSI COOBITHUIA,
13 KOTOPBIX Hanbojiee TUMTUIHBIM SIBJISIETCS TTPOTPECCH-
pyloliiee paciiMmpeHue u/uin paccioeHue aoptol [9—11].
Kpome Toro, Bo3aMoxxHO (popMupoBaHUE MPOrpeccupyro-
el KapaIMOMUOIIATUM W MUTPATbHOM perypruTanuu
MPU MPOJIarice MUTPAIbHOTO KJlaraHa.
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