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Peztome. B cmamve npedcmasnen 063op numepamypuvl u Kiunuvweckoe Haobaooenue. Cunopom
Mapgana npeocmasisem coboii  eapuabenvHoe, AYMOCOMHO-OOMUHAHMHOE —NOPANCEHUE
coeOuHumenvHol  mKkauwu. XapakmepHvle npuswaku — cunopoma Mapgana  eéxarouaom
npocpeccupyiouyo OuLamayuro aopmsl ¢ HEKOMNEMEeHMHOCMbIO AOPMATbHO2O KIANAHA, NPOJANC
U HEKOMNEMEeHMHOCMb MUMPAIbHO20 KIANAHA, NOOBLIEUX XPYCMANUKOE U MUONUIO U OTUHHOE U
monxoe meno. Ilpoodondcumenvrocms dHcusHu 001bHLIX ¢ cuHOpomom Mapgana onpedensemcs
BbIPAANCEHHOCMBIO KAPOUOBACKYAAPHBIX HapyuieHutl. OyeHKa OONbHBIX C 803MONCHBIM CUHOPOMOM
Mapgana mpebyem mynomuoOUCYuniuHApHO20 nO0X00d, BKIUAWE20 KIUHUYECKYIO 2eHEeMUKY,
Kapouono2uio, 0QpmanbMos02uio U 1yuesyro OUdeHOCMuK).

Kniouesvte cnoea: cunopom Mapgpana, ounamayusi aopmoel,  Oughgepenyuanvrast

OUazHOCMUKA.

Cunppom Mapdana mnpezncrasisier coboil  BapuabenbHOE, ayTOCOMHO-IOMHUHAHTHOE
HapyUIEHHE CTPOEHHUS COEAMHUTEIbHONW TKAaHW, BOBJEKAIOLIEE, KaK IPaBUIO, CEPACUHO-
COCYJIUCTYIO CHCTEMY, OpraHbl 3peHUsl M OINOpPHO-ABUTraTeNbHBIA ammapar [1, 2]. Yactora
BO3HUKHOBEHHUSI cuHApoMa Mapdana cocrapnser npumepHo 1 ciydait Ha 9800 nur B oOmieit
MIOTTYJIALUH, TIPUYEM OKOJIO 26% cilyuyacB HE MMEIOT CEMEHHOro aHaMHe3a, Tak Kak 3a0oJieBaHHe

BO3HHUKAET B pe3yibrare MyTanuu de novo [5].



Oco0oe BHUMaHHE, KOTOPOE IPUKOBBIBACT K ceOe CUHApOoM MapdaHa co CTOPOHBI BpauyeOHOTO
co00IleCTBa OINpaBJAaHO TEM, YTO HMMEETCS BBICOKMH PUCK CMEPTHOCTH, CBSI3aHHBIM € 3TUM
3a0osieBanneM. Tak, OTHOCUTENBHO HeAaBHO OKkoJyio 30 jeT Ha3aja, CpelHss MPOJOKUTEIbHOCTD
KU3HH TIpU cuHApoMe Mapdana cocraBimsna - 32 roga [2]. B To ke Bpems, CyliecTByeT psin
3a00JIeBaHNH, CO CXOKUMH KIIMHHYECKUMH TPOSIBICHUSAMH, HO 0oJiee O1aronpusaTHBIM IPOTHO30M
U CYILLIECTBEHHO MEHBIINM PUCKOM Pa3BUTHS CEPAECUHO-COCYAUCTHIX OCI0KHEHUH.

Wrak, xapakTepHble MpU3HAKU CHHApoMa MapdaHa BKIIOYAIOT MNPOTrPECCUPYIOIIYIO
JWIATAlMI0 aOpThl M BO3HHUKAIOUIYI0 B peE3yjibTaTe€ 3TOI0 HEKOMIIETEHTHOCTh a0pTajbHOIO
KJIallaHa, BO3MOXEH Inpojanc murpanbHoro kianana (IIMK) u ero HepocTtaTo4HOCTh, MOABBIBUX
XpYCTAJIMKOB U OJM30pYKOCTh, @ TAKKE BBICOKOE U «TOHKOE» TEJO C JUIMHHBIMU KOHEUHOCTSMH,
apaxHojakTuiuend u naedopmarued rpyaHON KIETKU. [IpU KIMHUYECKOM OCMOTpE OOJIBHBIX C
cUHIpOMOM Map@daHa yacTo BBISBIISIIOTCS MEHee Crenu(UIHbIe NMPU3HAKU, TaKMe KaK BBICOKOE
«TOTHYECKOE» HE0O CO CKYYCHHOCTBHIO 3y0OB, aTpOpUYECKHEC KOXKHBIC CTPHUH W JAPYyTUe
CHUMIITOMBI, KOTOPbIE MOTYT OBITH BBISIBJICHBI MPU PEHTIeHOrpaduu (BHIITYMBAHUE BEPTIY>KHOU
BMIAJUHBl WU JypajbHas OHKTa3usd). B HEKOTOpHIX cilyyasx pa3BUBAETCS PELUANBUPYIOIINN
nHeBMoTopakc. KiunHuueckue syeMeHThl cuHApoma Mapgdana ObuUIM MpeAcTaBiICHbl B Tak
Ha3biBaeMoi ['€HTCKOW JMarHOCTUYCCKOW HO30JIOTHH, MPUHATONH B 1996 romy (Tabm. 1), koTopas
o0Jieryaer uarHoCTUKY 3TOTo 3a00J1eBaHus ¢ BapuaOeIbHON KIMHUYECKON KapTHHOM.

Juarnos cunapoma Mapdana TpedyeT Kak MUHUMYM, HAIWYHSI OJJHOTO OOJIBIIOTO KPUTEPHUS B
JBYX CUCTEMAaX U BOBJICUYEHHE TPEThENW CUCTEMBI B IATOJIOTMYECKHI ITpoLecC.

Tabnuya 1.

Jluaznocmuueckan nozonozus cunopoma Mapgana npunamasn ¢ I'enme ¢ 1996 200y (4)

[Ipu nuarnoctuke cuaapoma MapdaHa B cucTeMe OMOPHO-ABUTATEILHOTO anmnapara, Mpu3HaK
apaxHOJAKTUIIMH MOXET OBITh OIIEHEH C MOMOIIBI0 cuMIiTomMa Oonbmioro nanbia CreiiHOepra
(Steinberg) — monHast TPOEKIMS HOTTSA OOJNBIIOrO Majblla BHE TPAHUI] JAJOHH M CHMIITOMA

3amsacThs Yonkepa-Mypaoxa (Walker — Murdoch) — Gonpliol manery ¥ MH3MHEL CBOOOIHO



MIEePEXJIECThIBAIOTCS BOKPYI 3amsicTbid. OTHOLIEHHE BEPXHErO0 U HUKHETO CErMEHTOB Tela Y
B3POCJIBIX JOJDKHO OBITH MeHbIIe 0,86 wiu 6omee 1,05, 94To ABIAIOTCS 00BEKTUBHBIM TOKa3aTelIeM
cuaapoma Mapdana. [Ipu 3ToM HUKHAN CETMEHT M3MEPSIETCsl KaK PacCTOsTHUE OT cuMdm3a 1o0Ka
710 10J1a, @ BEPXHUI CETMEHT PacCUMTHIBAECTCS, BBIYMTASI 3TO PACCTOSIHUE OT OOIIEH BBICOTHI TEJNA.
OpuuM n3 OOJBIINMX NMPU3HAKOB SBJISETCS BBHIISTYMBAHUE BEPTIIYKHOM BIAJAMHBI, YTO BBISABIIAETCS
npu peHTreHorpadun taza. UtoObl n30ex)aTh HEHYKHOTO OOJTyUeHHS, TO HCCIIEJOBAHUE JOIDKHO
OBITh MPEANPUHATO TOJBKO B TOM Cllydae, €ciu 0e3 BBISBJICHMS 3TOr0 IMpHU3HAKa JEJaeT JUarHo3
cuHapomMa MapdaHna HEe MOXKET OBITh YCTAaHOBJIEHHBIM. B MOIOOHBIX OOCTOSITENBCTBAX TaKKE
MOJKET OBITh PACCMOTPEHO BBITIOJHEHHWE MarHUTHO-PE30HAHCHOW TOMOTpa(puu JUIS BBISBICHUS
AroMOOcCaKkpanbHOM AypallbHOM 53KTazuu. B cucteme oOpraHoB 3peHMs] TOJIBKO IOABBIBUX
XpyCTaIHKa MOXKET OBITh PACIICHEH KaK OOJBIION KPUTEPHUH.

Jwnaranus aopThl UM €€ PACCIOCHUE PACLEHUBAIOTCSA Kak Oosbiune Kputepuu. luamerp
AOPTHI JTOJDKEH OBITh M3MEPEH C IMOMOUIbI0 TPaHCTOpaKaIbHOW sxokapauorpaduu (OxoKI') Ha
ypoBHE cUHycoB BanbcansBbl. HopMmanbHble oKazaTeny aopThl IPeACTaBIEHbI B TAOIUIE 2.

Tabauya 2

Hopmanvnsle pazmepsl aopmol y 63pocibix

Heo6xoaumMo 0co60 OTMETUTH, YTO OOHAPYKEHHE OOJBUIMHCTBA XapaKTEPHBIX AJIS CUHAPOMA
Map¢pana npuU3HAKOB 3aBUCAT OT BoO3pacTa OOJNBHOW, MOITOMY s JeTeid U IMOJIPOCTKOB,
MMEIOIINX CeMEHHBI aHaMHEe3, HO HE OTBEYAIOIUX JUArHOCTUYECKUM KPUTEPUSM, JOJDKHA ObITH
Npe/UIo’KeHa IMOBTOPHAsl OIEHKa 10 JOCTHKeHus 18 yerHero Bo3pacta. Takum oOpazom, Kak
BUIHO M3 TMPEIIIECTBYIOMEr0 O0O0CYXICHHs, AMAarHOCTHKa CcHHIpomMa Mapdana tpelyer
MYJIbTUJUCIMIUIMHAPHOTO  MOJAXO0Ja,  BKJIIOYAIOIIET0  KJIMHHUYECKMH  ocMoTp,  OxoKI,
o(pTabMONIOrNYECKOE U PEHTIC€HOJIOTHYECKOE HCCIIEJOBAHUSI.

CH0XHOCTH B JIMAarHOCTHKE CHHIpoMa MapdaHa MOXXHO MPOAEMOHCTPUPOBATH CIEAYIOMIUM

CIIy4aeM.



B wunCcTHTYT monmkimHudeckoi memumnmHbl 20.09.2006 obpatmics OompHOW H. 24 njer c
xKamo0aMH Ha OJBIINIKY, BO3HHUKAIOMIYI0 TPH XO0Ah0e B YCKOPEHHOM TeMIle, OBICTPYIO
YTOMJISIEMOCTb.

W3 anamHe3a W3BECTHO, YTO INPH HWCCIEAOBAHUHM TOJ Ha3ad ObUIa OTMEYEHA TUMEPTPOQHS
neBoro xemynouka. Ha OxoKI™ Obna ycraHoBieHa aHeBpu3Ma BOCXOJSAIIEH aoOpThl A0 72 MM,
HEJ0CTaTOYHOCTh A0PTaJbHOIO KJalaHa C pacIlMpeHHEM IO0JIOCTEH JIeBbIX OTIENOB cepaua. B
TE€YEHHE TIOCIEIHEro0 TOoAa COCTOSHUE OOJBHOrO yXyALIWJIOCH, MOSIBUJAch OJBIIIKA U
YTOMJISIEMOCTB IIPU MIPUBBIYHON Harpy3kKe.

I[Ipy 0OBEKTHBHOM OCMOTpe oOpamann Ha ceOd BHUMAaHHWE BBIPAKCHHAS MHOIMS,
BOpOHKOOOpa3Has AcopMariis TPyIHOW KICTKH, CHHKCHHE pachpsMIICHUS JIOKTed. B nérkmx
JbIXaHUE BE3UKYJSIpHOE, XpUIOB HeT. [lepKyTopHble rpaHuIbl cepAlia ObUIM pacUIMpPEHbl BIEBO
Ha 3 cm. Han aoproii m B Touke BOTKMHA BBICHYIIMBAJICS AUACTOJIMYECKUN HIyM. TOHBI
puTMu4HBIE ¢ vactoro 75 B mmuyTy. AJl 160/50 MM. pT. cr. KuBoT mpm mampnanuu 0e3
0COOEHHOCTEM, B JJaTepalbHbIX 00JACTAX CIIpaBa U ciaeBa HAOIIOAAINCh aTPOUUECKHE CTPHUH.

Ha DOx0KI': oOHapyxeHa BblpaKeHHasl AUJIaTallMsl aOpThl HA YPOBHE CHHYCOB BasibcaibBbl U
Bocxojsmero oraena A0 81 mm (puc. 1). Jlyra aopTsl 1 HUCXOISAIIUI OT/AEN HE ObUTH pacIIUuPEHBI
— 21-19 mm. CTBOpKM aoOpTaJbHOTO KJAMaHa COXPAHSIUCh 0€3 BUIUMBIX HW3MEHEHUH,
CUCTOJIMYECKUH TpPaJMEHT Ha CTBOpPKAax paBHsIcs 8§ MM. pT cT. HaGmiomanach BbIpaskeHHas
(oTHOCHTENBHAS) aOpTajbHAas perypruranus (Iepuos nojynaaeHus JUacTOIMYECKOTO AaBJICHUS B
aopte — 185 Mc, B HUCXOALIEN a0pTe pEruCTPUPOBAJICS NOTOK PETYPruTali 4€pe3 BECh MEPUOT
nuactoiibl). JleBoe mpeacepaue He yBenuueHO — 27 MM. OTMeuanach BBIpaKEHHAsl AWJIaTallUs
neBoro sxenynouka (JDK), koHeUHBIN QUACTONMUYECKUH M KOHEYHBIH CHUCTOJMYECKHM pa3Mephl,
COOTBETCTBEHHO cocTaBwin, 91 MM um 71 mm, a ¢paxmus BeiOpoca JDK — 42%. CrtBopku
MUTPAIBHOTO KJanaHa He ObUIM u3MeHeHbI. [IpaBble oTnenbl He yBeInuYeHbI. TpexcTBOpYaThii u

KJIalaH JIETOYHOH apTepuu 6e3 BUANMON MaTOJNOTHH.

Puc. 1. Pazmep aopmul Ha ypoene cunycos Banvcanvewt y 6o1vH020 H.



Takum 00pa3om, y JAHHOTO OOJIBLHOTO HAOJFOAAJICS OOJBIION KPUTEPHUIl TIOPAKESHUS CePACUHO-
COCYAMCTON CHCTEMBbI (IuiIaTalusi aopThl) U Mallble CHUMIITOMbI BOBJIEUEHHUS OpPraHOB 3pEHUS
(Muonust) u koxu (arpodudeckue crpun). BoBiedeHne onopHO-IBUTATEIBHOTO alliapaTa BCe jKe
OBUTO HEIOCTATOYHBIM ISl JUArHOCTUKH KJaccudyeckoro cuHiapoma Mapdana. [Tpunumas Bo
BHUMAaHHE TSDKECTh COCTOSHUS OOJBHOTO, Oojiee JeTayibHas JUAarHOCTHKA HE MPOBOAMIACH, TaK
Kak OOJbHOM ObUI HampaBjeH AJI SKCTPEHHOW KOHCYy/IbTaluu Kapauoxupypra. K orpomHomy
COYKAJICHHIO, TAIbHEUIIIAs €To Cyap0a 0cTaaach HEM3BECTHOM.

Cunapom Mapdana nodtu Bcera pa3BUBaeTCs B pe3ysbTaTe MyTallu I'€Ha, KOJUPYIOLIEro
¢ubpmwme-1  (fibrillin 1) B 15-if xpomocome. DTo O€llOK BHEKJIETOYHOTO MAaTpUKCa
COEIMHUTENIbHON TKAaHM, CBSI3aHHBIM ¢ KoytareHoM. B Hacrosiiee Bpemst BbiaeneHo Ooinee 100
Pa3IMYHBIX MyTaIllid B TeHaX KOAMPYIONMX CHHTe3 GpuOpuiumHa-1, npuyeM mogo0HbIe MyTaIlH
MOTYT OBITh OOHAPYKEHBI KaK y JIMII ¢ CHHIpOMOM Mapdana, Tak u B psijie Ipyrux 3a00JIeBaHHIH,
TaK Ha3bIBaeMbIX «puOpwutmHOMatuit» [2, 4, 5]. JuddepeHnmanbras TUArHOCTHKA ITHX
3a00JIeBaHUN  OmpaBJaHa TEM, 4YTO BOBJEYEHHUE CEPJIEYHO-COCYAUCTOM CHCTEMBbI IpHU
GuOpHIUTHHOTATHSX SBJIETCS O0JIiee yMEPEHHBIM WIIM HeCyIecTBeHHBIM. OTHAKO, HEKOTOPBIE U3
THX Ooyie3Hel, Takue kak cuHapoM Crpunties-I'ongdepr (Shprintzen-Goldberg), cemeiinbie
WIM W30JUPOBaHHBIE (OPMBI aHEBPU3M aOpThl U cuaapom MASS, Bce xe MoOryt
COTIPOBOXKAATHCS PUCKOM JIMJIATALUU U PACCIIOCHUS aopThl [2].

Hrak, k 3a0oneBaHUsIM C KOTOPBIMH TMPUXOTUTCS TPOBOAUTH U EepeHIHATBEHYIO
JTUArHOCTHKY, TpH cuHApoMe Mapdana, oTHOCcAT ciuenyromme: 1. Cunapom Onep-/lannoca
(Ehler-Danlos) — mpencraBisieT TeTepOreHHYIO TpYMIy HACJIEACTBEHHBIX  HapyLICHUN
COCIMHUTENBHOM  TKaHW,  XapaKTepU3YIOUIMXCS  TUNEPIOABI)KHOCTBIO  CYCTaBOB U
TUIEpPACTSKUMOCTBIO KOKU. YacToTa BCTpeyaeMocTH CHHApoMa Oiep-Jlanioca cocTaBiser
npumepHo 1 cioyuait Ha 5000 [5]. Onmcano okono 11 TumoB 3a0oeBaHus], BOBJIICYCHHE AOPTHI B
nporiecc 3a00JeBaHus OTMEYAETCs Mpexie Bcero npu [Vrume 3aboneBanus, KOTOPHIA nepegaeTcs
[0 ayTOCOMHO- JIOMHHAaHTHOMY MexaHu3My; 2. Cunapom MASS. Haspanue npencrasisieT coOoi

aKpOHHUM U3 KJIMHUYECKHX DJEMEHTOB (OJIM30PYKOCTb, NPOJIAIIC MUTPAIBHOTO KIANaHa,



TUaTas aopThl, BOBJICUCHHUE KOXKHM W CKejeTa). 3a00JieBaHUE MMEET CXOXKHUE C CHHIPOMOM
Mapdana mnpu3HaKHM, YTO  pacCMATpUBACTCS  HEKOTOPHIMH  aBTOpaMH Kak  Qopma
Hepealn30BaHHOrO cuHApoma Mapdana. B To xe BpeMs aunatanusi aOpThl y STHX JIMI HOCHUT
YMEPEHHBIN U CTAaOUIIBHBIN XapaKTep, MOATOMY PUCK pa3pbiBa aOpPThI MPEACTABISAETCS JOCTATOYHO
Hu3kuM; 3. Cungpom Jlaniana-®punca (Lujan-Fryns) — penkoe X-CBSI3aHHOE YMCTBEHHOE
HapyuieHue ¢ MapdaHononoousiMu npuszHakamu; 4. Cunapom  Chopuntiena-I'onabepra
(Shprintzen-Goldberg) - mepemaeTcss 1O  ayTOCOMHO-AOMHHAHTHOMY  MEXaHU3MY U
COIIPOBOKIAETCSI KPAHUOCHHOCTO30M. [Ipr 3TOM CHHIpOME TakkKe MOXKET HaOII0IaThCsl My Talus
¢ubpmnHa-1, 9T0 MOKHO PacIICHUTh KaK HEOOBIYHBIM BapHaHT TeueHUs! cuHApoma Mapdana;
5. Cuampom Crukiepa (Stickler) — xapakrepusyercss 0H30pYKOCTBIO, OTCIIOHKOHN ceTdaTku (HO
HE TOJABBIBUXOM XpYCTaJIMKa), UMEETCSl XapaKTepHbI BHEIIHWN BHUJ C THUMOIUIa3ueill cpenHen
yacTM JMIa M HHOIJa HeOHble TpeuMHbl W moteps ciyxa; 6. [omouuctenHypus -
XapaKTepU3yeTCsl TOBBIIIEHWEM T'OMOLUCTEMHA B MOY€, IIOJBBIBUXOM XpyCTajuka U
W3MEHEHUSMU B  OINOPHO-ABUTATEIbHOM ammapare; 7. BpoxaeHHas  KOHTpakTypHas
apaxHoJaKTWIHg Win cuHapoMm buic (Beals), mpum KoTOopoM HaOMIOAOTCS KOHTPAKTYPHI U
yIIHBIE AaHOMAJIMHM B JIOMIOJHEHHWE K MapdaHomomoOHOMY BHemHeMy BuIy; 8. Ilpomarc
MUTPAJILHOTO KJIallaHa, COMPOBOXAAIOIIUNCA aHOMAIMSIMH CKEJIeTa M IPYyAHOM KIETKH (4acTo
pectus excavatum), HO 06e3 Ipyrux mpu3HAKoB cuHApoMa Mapdana; 9. HacienctBeHHbIe (GOPMBI
aHEeBPU3M aopThl 0€3 APYTUX MPU3HAKOB cuHApoMa Mapdana.

[IpoaomKUTENTHHOCTD KU3HU OOJBHBIX C CHHApOMOM MapdaHa onpenensiercs, Mpexae BCero,
CTENEHbIO TOPAXKEHUSI CEPAECYHO-COCYIUCTONM CHCTeMBbl. B mocienHue roabl OTMedaeTcs
CYLIECTBEHHOE YJIyUIICHHE BbDKUBAEMOCTH BCJIEICTBHE IMOKU3HEHHOU Tepanuu B-0iokaTopamu,
KOTOpBIE, KAK CUUTAETCS, CHUKAIOT CKOPOCTh AUJIATAllMM a0PThI, a TAKXKE B PE3YJIBTATE IIUPOKOIO
MPUMEHEHHS MPOPUIAKTUIECKON UMIUTAHTAIIMK KOPHS aopThl. Tak, cpeHss MpoI0JIKUTEIbHOCTD
KU3HU YBEIIMYWIACH B MOCIIETHUE TOABI 110 45 net [6]. BeiObop BpeMeHU aiist TpOo(UIaKTHIECKOTO
XMPYPTUYECKOTO BMEIIATENbCTBA 3aBHCUT OT psAga (PaKTOPOB, KOTOPBIC BKIIOYAIOT IHAMETP

aoOpThl M CKOPOCTh €€ PpACHIMPEHHs, YTO NOJpa3yMeBaeT HEOOXOAMMOCTb B PEryJIIPHOM



HaOmoneHuun 3a OonbHBIM [7]. K BO3MOXHBIM  CEpPAEUHO-COCYIUCTBIM  OCJIOKHEHUSIM,
BO3HHUKAIOMIUM TMpH cuHApome Mapdana, otHocat [IMK u MuUTpanbHYIO pErypruTaimio,
mtaramuio JOK v cepiedHylo HEIOCTaTOYHOCTb, BO3MOKHA JWiIaTallus JIETOYHOW apTEpUU.
Opnnako Hambollee 4acTOW NMPUYMHON 3a00JI€BaEMOCTH M CMEPTHOCTH NpHU cuHApoMe Mapdana
SBJIAETCA AWJaTalusl KopHs aopTsl [8]. CumTaercs, YTO PHUCK pa3pblBa aOpThl WM Pa3BUTHUA
3HAYUMOM aOpTaJbHOM PpEryprutaluy CyIIECTBEHHO IOBBIIIAETCSA, KOI/A JWaMEeTp aopThl Ha
YpOBHE CHHYCOB BanbcanbBbl npeBsImIaeT 5,5 cM y B3pocibix win 5,0 cMm y gereit [2, 7]. Cpenu
(akTOpPOB pHCKa PACCIIOCHUS W Pa3pbhiBa AOPTHI TAKKE BBLICISIOT NMPOTSHKCHHOCTH JHJIATAIINN
AOPTHI M CEMENHBIN AaHAMHE3 PACCIIOEHUS A0PTHI.

Jlo HenaBHEro BpPEMEHH, NPEANOYTUTENBHBIM METOJOM KOPPEKLUUHU SBIsIach IUIaCTUKA
Bbenramna (Bentall), npu koTopoll MMITAHTUPYETCS KOPEHb aOPTHl M AaOPTaJIbHBIN KiamaH. JTa
MpoLeaypa UMEeT HHU3KYIO ONEpPAlMOHHYI0 CMEPTHOCTb B OIBITHBIX pYKaX, C JOJTOCPOUYHBIM
BbDKUBaHUEM OK0JI0 80% B TeueHue msatu U okosio 60% — 10 met [2, 7]. B To *e Bpems, eciu
MPOJOJKUTEIBLHOCTD AKU3HU OO0JIBHBIX C CUHAPOMOM MapdaHa npeBbIlaeT 3T CPOKH, BOZMOKHBI
MOBTOPHBIE ONEPALIMU 10 TTOBOAY HOBBIX aHEBPH3M, Pa3BUBAIOLIUXCS HA IPYTUX YYACTKAX AOPTHI.
B cBs13u ¢ aTMIM  tosirocpouHas Tepamnus B-0aokaTopamMu 10JIKHA ObITh MPOJIOJKEHA, B TOM YHUCIIE
U y JIMIL, YCHEWIHO NepeHecmux onepanuio. Bo Bpems 6epemenHocTH npu cunapome Mapdana
BBIICJIAIOT JB€ OOJbIIME TPOOJIEMBI — BBICOKHI PHUCK CEPACYHO-COCYIUCTHIX OCIOXHEHUH Yy
Matepu u 50% puck mnepemaum cuHapomMa Mapdana pebenky. CepaedHO-COCYIUCTBIC
OCJIOXKHEHUSI TPEJCTABISAIOTCS Oojiee BEPOSTHBIMH, €CIM KOPEHb AOpTHl HpEBbIMAcT 4 CM B
Hayaje OepeMeHHOCTH WK OBICTpOo pacimpsiercs. [loaToMy, skeHIIMHAM ¢ CUHIApOMOM Mapdana

Tepanus -0J0KaTopamMu TakXkKe JOJKHA MPOBOAUTHCS B TE€UCHUE BCell OepeMeHHOCTH [2].

Taxkum 00pazom, IMAarHOCTHKA, BEJICHUE U HAOIIOIeHHE 3a OOJILHBIMU C CHHAPOMOM Mapdana
TpeOyeT KOMIUIEKCHOTO M MYJIbTHIMCIMILIMHAPHOTO Moaxoaa. HecMoTpst Ha BBICOKYIO YacTOTY

OCJIOKHEHUM, TINATEIbHBIA MOHMTOPUHI COCTOSIHHS, COIIPOBOXKIAIOLIUNCA II0KU3HEHHOU



Tepanuei  [-OlokaTtopaMM W CBOEBPEMEHHOW  MPO(UIAKTHYECKOW  KapIHOXHUPYPTHUEH,
CYIMCCTBCHHO YJIYYIIHIIN MMEPCICKTUBLI B BEICHUU 3THUX 6OJ'II>HI)IX.
MARFAN SYNDROME
D.A. Kuzhel, G.V. Matyushin, V.A. Shulman, O.A. Shtegman, E.A. Savchenko
Krasnoyarsk state medical academy; Institute of ambulance medicine. Krasnoyarsk;
Krasnoyarsk regional hospital N2.

Marfan syndrome is a variable, autosomal dominant connective tissue disorder. Characteristic
features include progressive aortic dilatation associated with aortic valve incompetence, mitral
valve prolapse and incompetence, lens dislocation and myopia, and a tall and thin body. Life
expectancy is primarily determined by the severity of cardiovascular involvement. Evaluation of
patients with possible Marfan syndrome requires a multidisciplinary approach involving clinical

genetics, cardiology, ophthalmology, and radiology.
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Tabauya 1

Juaznocmuyeckasn nozonocus cunopoma Mapgana npunamasn ¢ I'enme ¢ 1996 200y

Cucrema KpI/ITepI/II/I AUArdHOCTUKHU U PACIPOCTPAHCHHOCTD MIATOJIOTHHN
Bonpmue kpurepun Bosneuenue
CkenerHast Mo xpaiiHeidr mepe, 4 HaOMOHaeMBIX | 2 OONBIINX KPUTEPHS HIH

MpHU3HAKA:

Pectus carinatum (kusieBuHAs TPy IHAS
KJIETKa)

Pectus excavatum (BopoHKOOOpa3Has
IpylHas KJeTKa), TpeOymollas XUpypruu
OTHoLIeHNE HIDKHEH/BepHEH YacTH Tena <
0.86 wu >1.05

CHMITOMBI 3aI5ICThsl ¥ KUCTH

Cxkomnno3s > 20° WM CIIOHIMIIOINACTO3

CHIKEHHE  pacUpsMIICHHS  JIOKTEH
(<170°)
IInockocromnme

BrinsiunBaHue BEPTIYKHOM BIIaIMHBI

1 OosbIIO# 1 2 HAOTIOJAEMBIX:

Pectus excavatum

I'unepMoOMIIbHBIE CyCTaBbI

Bricokoe HE0O CO CKYYEHHOCThIO 3y00B
XapakTepHoe JINLOo

OpraHsbl 3peHus

IToaBBIBUX XpycTanuka

Ilnockas poroBuiia

VBenuueHne akcuaabHON NPOTAKEHHOCTH
sg610Ka (MpUIMHA MUOITHH)

I'unonasus ceTyaTku WU nuJInapHoro
MYyCKyJa (IIpuYrHa MHO3a)

Cepaeuno- Jlunaranys KOpHSA a0pThI [Iponanc MUTpaIbHOTO KiIamaHa
COCYAUCTas Paccnoenue Bocxofsmel | Junatanus nerouHoi apTepuu y Juil
a0pThI Mmouoxe 40 net
Hnas JuiaTanus win | Kanpuugukaius Kojablia MUTPAILHOTO
pacciioeHue aopThl KJiarasa, B Bo3pacte MeHee 40 jer
Jlerkue Her CroHTaHHBIA THEBMOTOPAKC
ATmuKaNbHbIC OYILIBI
Koxa Her ATpoduueckue cTpun

[ToBTOpHBIE MM TIOCIIE OTIEPALIMOHHBIC
TPBDKA

Teepaas Mo3rosast
obonouxa

JlrombocakpanbHas IypajibHas
OKTa3us

Her

I'eneTnmyeckue
TIPU3HAKH

PonwuTenu, METH WX KPOBHBIE
POICTBEHHUKH COOTBETCTBYIOT
HE3aBUCHMBIM KPHTEPHSIM

MyTauus hubpunHa-1,
SIBJISTFOINASICS. IPUYHHONW CHHIpOMA
Mapgana

Hacnencreennas nepegada
nepexra JHK, cBsazamHOTO C
ceMeHHbBIM CHHApOMOM Mapdana




Tabnuya 2

Hopmanvnule pazmepsl aopmol y 63pociibix

[TapameTpsl [Tokazarenu aopThl
Huamerp
1. Cunycol BanbcanbBbl

My KYUHBI 3,4+0,3 cMm
Kennuas: 3,0£0,3 cMm

2. Kopens aopthl <3,7cm
Bocxopsimiast aopta <3,8 cm (2,5-3,8 cm)
Hucxonsmas aopra <2,8 cm (1,7-2,8 cm)
TonmmHa CTEHKU a0PThI <4 MM.
Hopwm. ckopocTs pacimpenus okousio 1-2 mm 3a 10 ner

s CRLIPER

£ SRR IS
EXIT

Puc. 1. Pazmep aopmul na yposHe cunycoe Banvcanvewvl y bonrvnozo H.
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