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Beaenue 6epemMeHHOCTV U poaopa3peLLeHue
nauueHToK ¢ cunapomom Mapchana

(Cnyyait n3 npakTuku)

O.B. lonaHoBckwuii, A.M. PybuHwiteliH, K.B. CTpaweBuy
HanuonaipHas MeMIUHCKAs aKaJeMHs MOCAEAMILIOMHOro 00pa3osanus umenu I1.J1. Iynuka, r. Kues

Cratbs nocasuieHa npodjeme BeaeHus 6epeMeHHOCTH, POJOB
d MOCJIEPOIOBOTO MEPHOIa y MAUEHTOK ¢ cuHApoMoM Map-
¢daHa — cucTeMHOII reHeTHYECKH /IeTePMHHUPOBAHHOI MaTo-
Jorueil coeuHUTENbHON TKanu. /lanHoe 3a00JeBaHKe YacTo
COIIPOBOKAAETCS MATOJIOTHEH COCYIUCTOH CTEHKH ¢ 06pa3o-
BaHHEM M JaJIbHEHIIUM paccioeHueM aHeBpu3aM. Ba3oBbiM
METOIOM JIMaTHOCTHKH aHEBPU3M Ha CETOAHSIIHUIN IeHb 0CTa-
ercsa ExoKT, mo3BoJisiioniasi OIeHUTh CTENeHb TUIATAI[UU CO-
cy/la U ONPEJeUTh TAKTUKY BEJIEHHUS TAKUX OOJbHBIX.

B crartbe npejcTaBieH KIMHUYECKHI ciayyaii BejeHus: Oepe-
MEHHOCTH, POJIOB H TMOCJIE€POT0BOr0 MEPUOIa Y MANUEHTKH C
cunzipoM MapdaHa, CHHAPOMOM NOPTAJIbHON THNEPTEH3HH,
JioneYyeHoYHoit (opMOii, KOMIIEHCUPOBAHHON BPOKIEHHBIM
MOPTO-KaBaJbHBIM AHACTOMO30M, aHEBPH3MON HIDKHEH mo-
JIOii BEHBI.

Kniouesvte cnoga: cunopom Mapgana y Gepemennvix, anes-
pusma 6pIowWHoOll A0pMoL, CUHOPOM NOPMALLHOU 2UNEPMEHIUL.

uHapoM Mapdana — Hacsie/IcTBeHHOE 3a60JIeBaHNe COe/IU-
CHI/ITeJIbHOIU/I TKaHU C ayTOCOMHO-ZIOMIHAHTHBIM THUIIOM Ha-
CJIeZI0OBAHNUS, KOTOPOE AMArHOCTUPYIOT ¢ yacToToil 0,01%o.. ITa-
TOJIOTUSI XapaKTepU3yeTcsl MOBpexaenueM rena 15-if mapu
XPOMOCOM, OTBEYAIOIIETO 332 CHHTE3 KOJlJIareHa ¥ 3JACTHHA —
BeIeCTB, 06eCIeuYnBaIONIMX HJIACTUYHOCTD U COKPATUMOCTD CO-
ennHUTETBHOI TKaHM [10].

Buiepsoie panubiii cungpom omucan B 1896 r. dpaniys-
ckuM nepuarpom Antyanom bepuapaom Mapdanom. Ha 3ace-
JIAHUU MeJIMIIMHCKOT0 obiiecTBa B [lapuske OH cOOOUIMI O
KJIMHUYECKOM HaOJI0/IeHNHN 32 5-JIeTHEN J€BOYKOI ¢ acTeHu-
4eCKON KOHCTUTYIIHMEN, HEeIPOIOPIUOHAIbHO JJIMHHBIMU KO-
HEYHOCTSIMU, BPOK/ICHHON KOHTPAKTYPOI MAJbIIeB M CKOJIHO-
3oM [8]. OpHaKo CIyCTSI TO/bI BBISICHUIOCH, UYTO MallMeHTKA
cTpajaia BPOXKAEHHOW KOHTPAKTYPHOU apaxHOAaKTHIINE [5].
B 1902 r. ¢ppannysckuii TepaneBtr Ivuip Hlapap Amap mo-
MTOJIHUJI ONUCAHNe KINHUYeCKNX IPU3HAKOB U Ha3BaJ TaHHYIO
MATOJIOTUIO APAXHOMAKTUIUS U [OJUXOCTEHOMeNUs (0m epeu.
dolicos — Oaunnwvie, stenos — mouxue, melis — Koneunocmu).
ITo3ske GbIIM OMUCAHBI CIydarn 3KTOTUU XPYCTATUKOB, HApy-
IEHUsT COeAMHUTENbHON TKanu, u junib B 1943 r. R. Baer,
H. Taussing u E. Oppenheimer Brepsble OTMETHIIN HapyIIie-
HUSI CEPEYHO-COCYAUCTOI CUCTEMBI, Hab0aeMbie y OOJIb-
HBIX ¢ cuHApoMoM Mapdana. ABTOPBI OIIUCAIN FUCTONATOJIO-
IrHYecKUe M3MEHEHUS B CTEHKE aOPThl, KOTOPBIE SBJSIUCH
npuanHOil 06paszoBanust aHeBpuaM. Haubosree mosHbie ucce-
noBanust cungpoma Mapdana 6b1tn ipoesiersl B 1972 r. ame-
pukaHncknM reretnkom V. McKusick, koTopsiii cobpan camyto
60JIbIIYI0 KOTOPTY GOJIBHBIX U ONUCAJ IMUPOKUI AMalla30H Ha-
pylUIeHUI CcepledyHO-COCYIUCTON CUCTEMBbl IIPU CUHAPOME
Mapdana n ux mocaenctsus [9].

XapaKTepHBIMHI 4epTaMu TaliueHTa ¢ cuHapoM Mapdana
SIBJISTIOTCST: JITUHHbBIE W TOHKHE KOHEYHOCTU, <ITHYBE JIUI0»
(60J1b1I0}T HOC M MAJIOBBIPAKEHHDII 110A00POI0K), K(OCKO-
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JIM03, Ype3MepHast THOKOCTh CYCTaBOB — <«TYTTAEPUMBOCTD,
Ype3MepHas PaCTSKUMOCTD KOKM, HapylIeHHe 3peHMus, 1opa-
JKeHUe KJIANAHHOTO allllaparta Cepjlla U aHeBPH3MbI COCY/UC-
TOI CTEHKU Pa3JnvHoil jokanusaiuu |3, 10].

[TpobemMaTiKa HACJIEACTBEHHBIX HAPYIIEHUN COEAUHU-
TEJIbHOH TKAaHW WHTEHCHBHO M3y4aeTcs] MUPOBBIM ME/MIIH-
CKUM co061TecTBOM. [IepBBIMU TTaraMi K CO3JaHUIO COTJIACO-
BaHHBIX PEKOMEHAINI [0 IMArHOCTHKE HACJIEACTBEHHDBIX Ha-
pYUIEHU COeIMHNUTENbHOM TKAaHU ABUINCH bepanHckas Ho30-
gorus (1986), T'enrckue kpurepun (1996), Bumandpanmickue
kpurepun (1998), bpaiitonckue kpurepun (1998).

[l ycranoBsienust auartoda <«cunapom Mapdana» uc-
nosb3ytoT kpurepun 1o Ghent, 1996 (ta6a. 1). CorsacHo sToii
JMATHOCTUYECKOH Kiaccu@UKAIuy I TTOATBEPKACHNS /I1a-
ruoza cungpoma Mapdana HEOOXOAMMO HaJMYUE, KAK MUHI-
MYM, /IByX IJIaBHBIX KPUTEPUEB B PA3JINYHBIX CHCTEMax Opra-
HOB U OJTHOTO MaJioTo Kputepus [7].

BepemenHOCTb U POJIBI Y MAIIMEHTOK C CUCTEMHOM 11ATOJIO-
rHeil COeIMHNTENbHOI TKAHU COTIPSIKEHA C BBICOKMM PHUCKOM
PasBUTUA CEPJEUYHO-COCYUCTBIX OCTOKHEHNN. Y YUTDHIBAs, YTO
BO BpeMst GEpPEMEHHOCTH B OPraHu3Me JKeHIIUHbI Ha0II0/1aeTCst
nosbimenne OIK u kak ciezcTBre — ynapHoro o6bemMa u cep-
JIEYHOTO BBIOPOCA, & TAKIKE JVIUTENbHOE BIMSTHAE BBICOKMX KOH-
[EeHTPaInil IPOrecTepoHa CIOCOOCTBYET HapyLIIEHUIO TOHYCA
[JIQJIKUX MBIMIIT; TO TIAIHEHTKHU C y’Ke NMeloIeiics maTorornei
COCYIMCTON CTeHKH Ha (DOHE TOBBINIEHNsT BHYTPUOPIOIITHOTO,
BHYTPUTPY/IHOTO, BHYTPUUEPEITHOTO JIABJICHHS B 3HAUUTEIHLHO
GOJIbITIEN CTETTEHN OIBEPKEHDI PA3BUTHIO, PACCIOEHUIO 1 Pa3-
PBIBY Pa3JINYHBIX aHEBPU3M COCYIUCTOI cTeHKH |1, 2].

HanbGosiee yacto BcTpeyaeMoe OCJHOKHEHHE CHHAPOMA
Mapdana — pacciioeHre aHeBPU3MbI BOCXO/smell aopTsl. ba-
30BBIM METO/[OM /IMATHOCTUKY AHEBPU3M Ha CETOMHSNIHUN
nenb ocraercs ExoKT, mo3Bossionas onpenesuTs cTenenb Ju-
mararn cocyzna. Ilo mamnsiv EBporeiickoro obiectBa Kap-
JMOJIOTOB, OGepeMeHHble ¢ MHHUMAJIbHBIMU KapIuaJbHbIMU
nposBirenuamu cunapoma Mapdamna (guamerp aoptbl <40 MM,
OTCYTCTBHE 3HAUMMOH aOPTAJIBHOI M MUTPAJIBHOI pPeryprura-
1MN) UMeIoT Hu3Kuil (110 1%) prcK pasBUTHS ANCCEKIINN A0P-
ThI WJIA JIDYTUX CEPBbE3HbIX OCJIOKHEHUI (IHOKAPAUTA, Cep-
IeYHOIl HepocTaToyHOCTH). IIpHM nmamerpe ocHOBaHMS aopTHI
> 40 MM PUCK PaCCJIOEHUsST a0PTHI BO BPeMsi OepeMEHHOCTH U
pozos Bozpactaet 1o 10% [3].

[Ipn HanmMYMM MHCTPYMEHTAJIbHO-TEXHMYECKOTO OCHAIIe-
HIU4 MAIlMeHTKaM ¢ cuazipoMoM Mapdana, corpoBoskaaoniero-
cs1 (hOPMUPOBAHKEM COCY/IICTBIX AHEBPH3M, HEOOXOANMO MPO-
BOJIUTDH HCCJIEJIOBAHME COCY/IOB TOJIOBHOTO MO3Ta.

B GousbiinHCTBE carydaeB GepeMEHHOCTD Y SKEHIUH ¢ CHH/I-
pomom Mapdana mporekaer GJAromnpusTHO, ¢ TOYKH 3PEHUS
0CJIOKHEHUH GoJTee OITaCHBI TIEPHO] POJIOB 1 MOCIEPOAOBOI TTe-
puoa. OxHAKO POJBI Yepe3 eCTeCTBEHHBIC POJIOBBIC MYTH IS
TaKNX MAIMeHTOK BO3MOXKHBI B TOM CJIydyae, eCjli B IIpoliecce
o6caieIoBaHusT TTOATBEPKICHO OTCYTCTBHE BBIPAKEHHON cep-

3/IOPOBBE JKEHIIITHBI Ne6 (112)/2016
ISSN 1992-5921



Cucrtema (efolp:1,[o]:]

CkeneTHas

CNYYAWN N3 NMPAKTUKMN

Tabnnua 1

Knaccudmkaumsa kpurepues cunppoma Mapchana no Ghent (1996)

InaeHble KpuTEpPUU

— OTHOLLEHNE ANVHBbI BEPXHErO CErMEHTA Tena K HUXHEMY
<0,86 unn pasmaxa pyk k pocty >1,05;
— ckonmo3 (>20°) unn CnoHAMNONNCTES;
— orpaHuyeHve pas3rnbaHus B IOKTEBOM cycTaBe (<170°);
— MJOCKOCTONMWE;

Manbie kputepumn
— BopoHkoob6pasHas gedopmauus
rPYOHON KNeTku;
— rMNepnoABUXHOCTb CYCTaBOB;
— BbICOKOE HEGO N HEPOBHO
pacTyLime 3y0bl;

— NpoTpy3nd BepTJ'Iy)KHOI7I BraguHbI

— XapakTepHoe Lo

OpraHbl 3peHuns

— BbIBUX XpYCTaNNKOB (SKTOMUSA XPYCTaNNKOB)

— YnnouwieHne porosuLbl;

— YBENNYEHME aKCMaNbHOro pasmepa
rnasHoro siéyoka (NpruymMHa M1Monum);
— runonnasus pagyxku Uy UunmapHom
MbILLLbI (MPUYMHA CYXXEHNS 3padka)

CeppaevHo-cocyamucras

— OAunnartaums KOpHs aopThl;
— paccrioeHve BOCXOASLLEN aopTbl

- Mponanc MUTpasnbHOro KnanaHa;
— Aunartaums fero4Hol aptepun nocne
CopoKasieTHero Bo3pacTa;
— KanbunduKaLmMa MUTPaSIbLHOrO KOJbLa
nocre copoka fier;
— aunaTaums UM pacciioeHne UHbIX
y4acTKOB aopThbl

HpbixatenbHas Het

— CNoOHTaHHbIM MHEBMOTOPAKC;
— anukasnbHble Ny3bIpn

[MokpoBHasa (koxa) Het

— ATpoduyeckue cTpum;
— PEeUVaNBUPYIOLLVE FPbIKNA

Teepaas mosrosas

B reHe GpubpunnnHa-1;
— HacneposaHwe MapkepHoro rannotuna AHK,
CLenIeHHoro ¢ cuHapomomM MapdgaHa B cembe

— DOKTa3us NosiCHNYHO-KPECTLLOBOro oTaena Het
obosioyka
— Hanunume He3aBUCUMbIX KPUTEPUEB Y POAUTENEN,
neTei unm cnbceos;
— MyTauun, XxapakTepHble ons cuHapoma MapdaHa
[eHeTn4eckme nNpuaHakm yrau P P An AP P Het

JIETHO-COCYANCTON Tatosornn (aHeBPU3MBI A0PTHI, HeJOCTa-
TOYHOCTb CEPJEeYHbIX KJananos) [4,6].

Jlist TpoGMIaKTHKY OCTOKHEHUH B poaax He0OXOANMO
MIPUMEHNUTH a/IEKBATHOE KINHIYECKOI curyarnun 06e3601nBa-
HUe, CKPYIyJIe3HO KOHTPOJIMPOBATh FeMOIMHAMIYECKHUe [10Ka-
3aTes, MPU HEOOXOANMOCTH PACCMOTPETH BOMPOC U TPHUHSITD
pemienne 06 ykopouenuu 11 meproga pojoB myTeM mpuMeHe-
HUS aKyIIepCKUX IIUIIIOB WK BakyyM-akcrpakropa. [Ipu mo-
BBIIIEHUN CHCTOJMYIECKOTO apTepHaNbHOro JaBieHus Goiee
yeM Ha 30 MM PT.CT. W JAMACTOJHYECKOrO OoJiee 4eM Ha
15 MM pT.CT. B pojiax HeOOXOANMO [TPOBOUTH IHIIOTEH3UBHYIO
tepanuio (B-610KaTophl, Bazogusataropsr) [2—4, 6].

B Hacrosiiee BpeMsi B akyIepcKoil KINHWKe Jist 06e360-
JIMBAHM POJIOB U B II0CJIEOIIEPAI[MOHHBIIT IIEPHO/J| IIOCJIe oliepa-
THBHOTO POZIOpPa3peIleHNs] HAYaal YCIIEITHO HTPUMEHSATh He-
HAPKOTUYIECKNN CMENTAHHBINH arOHICT-aHTATOHICT OMMOM/IHBIX
perteniropos Hanbybun «IOpusa-Dapm» (nanbybuna rumapo-
xsiopun). Bo BpeMst po/1oB TpenapaT BBOJAT OJJHOKPATHO BHYT-
pumbiiredno B go3e 20 mr. IIpemapar ne BbI3bIBaeT MPUBBIKA-
HUs, 4 TaKKEe MMEET Pl IPEUMYIIECTB: 00IaNaeT BHICOKUM
mpobmieM 6e30TaCHOCTH B OTHOIIEHHN MOG0YHBIX 9(hhHEKTOB
(1e yrHeTaeT J(bIXaHus, He BBI3BIBAET TOIIHOTHI M PBOTHI, 34110~
pOB, He BJiusgeT Ha PaboTy CepAedyHO-COCYANUCTOI CUCTEMbI) U
[IPK HTOM PaBHBII 10 cruie obes6omBanus Mopduny. OxHako,
YVUHUTBHIBAST BO3MOKHOCTD HE3HAUNTEILHOTO YTHETEHHUST JIbIXaHNST
1ocJie BBeJIEHUsI TIperapata 1 BO3MOKHOCTb €r0 TPaHCILIAlleH-
TApHOTO TPOHUKHOBEHHS, HEOOXOAMMO TOCTE MPUMEHEHMUS
HanGyhuHra npoBOAUTH TTIOCTOSIHHBIH MOHUTOPHHT Y HOBOPOJK-
JIEHHBIX CJIE/LYIONIX [T0Ka3aTesIei: YaCTOThl U PUTMA JIbIXaTeJIb-
HBIX IBUKCHUH, YACTOTHI ¥ PUTMa CEPCYHBIX coKpamteHuit [11].

B ciyuyae masmums IMPOTHUBONOKA3AHUN K €CTECTBEHHBIM
POJIaM METO/IOM POJIOPA3PENIeHNs] A0JKHO ObITh BHIOPAHO Ke-
capeBo cedyeHte B IIAHOBOM MOPSIIKE B CPOKE TOHOIIEHHON Ge-
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pemeHHoCTH. [Ipn HEOGXOMMOCTH TIAHOBOI peraparii aop-
ThI HA TIO3[IHUX CPOKAX GEPEMEHHOCTH ONEPAIMIO FKEIATEIBHO
BBITIOJIHUTD TIOCJie popopaspenienns. OpHako B ciydae He0O-
XOZMMOCTH yPreHTHOW pernapaTuBHOI Oomeparuy Ha Marucrt-
PaJIbHBIX COCY/AX JUIsl TPeaylpexaeHusi HeOIaronpusTHOro
MCXOJIa JI7TsT TUTO/Ia PEKOMEH/IYTOT TTPOBOINTH OTIEPaTHBHOE ab-
JIOMUHAJIBHOE POJOpaspelleHne ¢ AaJbHEHIINM XUpyprudec-
KUM BOCCTAHOBJIEHUEM COCYAUCTON cTeHKH [3].

Cayuaii u3 kIMHIYecKoi nmpakTuku. IIpesncrasisiem kin-
HUYECKUIl cIydail BeleHus: GepeMEHHOCTH ¥ POI0Pa3peIIeH st
MalMeHTKu ¢ cuHApoMoM Mapdana, IpoBeieHHbIN HA KJIUHU-
weckoil 6ase Kadeaps! akyrmepcTsa n ruaexorornu Ne 1 Haru-
OHAJIbHOI MEIMIINHCKOI aKaleMUH TIOCIEAUTIOMHOTO 06paso-
Banug uMmenu ILJI. Hlynuka.

Bepemennas A., 25 ner, nocrynuiaa 11.04.2016 r. ¢ quarno-
3oM: bepemennoctp 1-4, 37—38 Hel B TOJIOBHOM TIPEIJIEKAHUN.
OTDb (yrposa npexzaeBpeMenubx pofoB B 18 nex). Cunapom
TOPTATbHON THIEPTeH3UN, AoNedeHoYHass (opMa, KOMIEHCH-
pOBaHHAs MOPTO-KAaBAJIbHBIM aHACTOMO30M, aHEBPHU3Ma HIK-
Hell nosoit Bennl. Cunzipom Mapdana. IIposanc murpanbnoro
KJamana ¢ min perypruranueit. I'pyanoit ckosnnos I cr. duc-
yHKINA CHHYCOBOTO y3J71a.

Bo Bpemsi GepeMeHHOCTH KJIMHUKO-TabopaTopHo 06ce1o-
BaHa B MOJHOM 00beMe, HAXOINIACH MO/ HAOMIOMEHUEM 1 TTPO-
XO/INJIa TIePUOITYECKIIe OCMOTPLI B OT/ICJICHUN COCYANCTON XU-
pyprun HUXuT um. A.A. Ilamumosa. Heo6xonumo oTMeTHTDb
9KCKITIO3HBHOCTB IAHHOTO KINHUYECKOTO CIy4ast: nauuenmrxam
C BLIPANCEHHBIM CUNOPOMOM NOPMATLHOU 2UNEPIMEHIUU BLINOTHSL-
10m OJist €20 KOMNEHCAUUU NOPMO-KABANLHIL AHACMOMO3; A Y HA-
wetl nayuenmxu 6ol 06HAPYIIceH BPOIHCOEHHBLI NOPMO-KABATL-
HbL aHAcmomo3, umo, 6e3yciosno, NPOPUIAKMUPOBATO NPo-
Zpeccuposaniie NOpMaiLHOU eunepmen3ull U passumue 0CioMHCHe-
Hutl (kposomeyenue u3 6apuKo3HO PACUUPEHHBIY 6eH NULLEE00A).
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YdauteiBas HaJdWMuue y MalMeHTKU CHHAPOMA MOPTAJIbHOM
TUTIEPTEH3UN 1 AaHEBPU3MbI HUZKHEH TTOON BEHBI, KOHCUIIIY-
MOM OBIJIO PEIIEHO POAOPA3PEIIUTD KEHIMHY [IyTeM Ollepalin
KecapeBa CCYCHUS B TIITAHOBOM TIOPSIZIKE.

16.04.2016 r. pojibl 3aBEPUTUIUCH TTyTEM OIEPAIINU Kecape-
Ba cedeHus. V3Biedena kuBas, JOHOIIEHHA JIeBOYKa C MaCCOI
tesna 3100 1, gmHoi 52 ¢M ¢ oneHkoil no Anrap 8—8 6asios.
O6utast kposotnorepst = 400 mur.

Jlnsg MuHUME3aKE 00beMa KPOBOIOTEPU U PO HIAKTH-
KU Pa3BUTHS TEMOPPArnYeCKUX OCJIOKHEHMIT ObLI BHYTPUBEH-
HO BBejieH Kapberorut B 103e 100 MKT mocJie riepecedenus my-
[MOBUHBI ¥ U3BJIEYEHUS] HOBOPOXKAEHHOTO. TaksKe ¢ 11eJbIo Mpo-
BeJICHUS JIOMOJHUTEJIBbHOTO TeMOCTa3a, MPOMUIAKTUKU THOI-
HO-BOCTTAJINTETBHBIX OCTOKHEHUN M CHUKEHUS] BBIPAKEHHOC-
THU [I0CJIEONEPAIMOHHOTO GOJIEBOTO CUHIAPOMA MBI TIPOBEJU 00-
paboTKY TJIAIeHTAPHOMN MIJTOMIA/KU, 00JIACTH TTOCTe0ePaIHOH-
HOTO MIBA HA MaTKe, AlIOHEBPO3a U MOKOKHO-KUPOBOI KJIeT-
yaTki (hakesIoM aproHoBoil 1asmbel B pexume «Dyiabryps
(Anmapar @OTEK EA-142).

YuurhiBast MepBoe MIAHOBOE BXOKIEHWE B GPIONIHYIO MO-
JIOCTh, CUCTEMHYIO TIaTOJIOTUIO COEAMHUTETHHON TKAaHMU, MPO-
bumakTuKy cnaiikoo6pa3oBaHus B TaHHOM KINHIYECKOM CJITy-
4ae He IPOBOJIIIIN.

[Tpunumas Bo BHUMaHNe BBIPAKEHHYIO COMATUYECKYIO TTa-
TOJIOTHIO Y JAHHOW MAIMEHTKN W TOJOXUTEJbHBIN adderT
[IPUMEHEHHST HEHAPKOTHYECKOTO CMENIAHHOTO0 arOHMCT-aHTa-
FOHKCTA ONMUOUHBIX PelenTopoB (HanbyhuHa rugpoXIOPUL)
B IPE/BILYIIAX UCCJAEOBAHUAX, HAMU OBLIO TPUHATO PElleHe
poBect 06e360JMBaHIe B TIOCIE0IEPAIHOHHBIN EPHOI IIPe-
napatom HanGydun («IOpus-Dapm») B 1o3e 20 Mr 1Bask/1bl B
CYTKW B MepBbIe IBa JHsA. B Xo/e HAOMIOIEHVS 3 TTAIIUEHTKON
oTMedeHbl Huskue yposuu 6osu no BAII (3—4 Gasna), yaos-
JIETBOPUTEJIHOE COCTOSIHIE, HOPMAJIbHbIE TEMOIUHAMITYECKUE
u 1abopaTOpPHbIE MOKa3aTeH, 4TO COCOOCTBOBAIO PAaHHEH aK-
TUBAIUU POTUTHHUIIBL.

BepneHHs BaritTHOCTI Ta PO3pPOMKEHHS NaLLiEHTOK i3
cuHgpomom MapdaHa (Bunagok i3 npakTnku)
O.B. lonsHoscekuii, A.M. PybiHwiTteriH, K.B. CTtpaweBuy

Crartst pucBsiyena mpobeMi BeJIeHHs BariTHOCTI, MOJIOTIB Ta MicJs-
I0JIOFOBOTO Iepiofy y MalienTok i3 cungpomoM Mapdana — cucrtem-
HOIO TeHeTUYHO JleTepPMiHOBAHOIO 11aTOJIOTI€I0 criosyyHoi Tkanunu. Ile
3aXBOPIOBAHHA YaCTO CYIPOBOIKYETHCA T1ATOJIOTIEI0 CYyAMHHOI CTIHKI
3 YTBOPEHHSIM Ta TO/IAJIbIINM PO3IapyBaHHAM aHeBpu3M. basosum
METO/IOM JiarHOCTHKH aHeBPU3M Ha cboroHi sasmnmaerbesa ExoKT, mo
JIO3BOJISIE OIIHUTH CTYIIHb AUJIATallii Cy/JMHN Ta BU3HAYUTH TaKTUKY
BEJICHHA TaKUX XBOPUX.

Y crarTi npejcraBieHo KIIHIYHUI BUIIAQJ0K BeJeHHS BariTHOCTI, 10-
JIOTIB Ta MiCJISATI0I0TOBOTO MePiofy y NarieHTk 3 cuuapomom Mapda-
HAa, CHHIPOMOM MOPTaJILHOI rinepTensii, J0me4inkoBoIo (opMOI0, KOM-
MIEHCOBAHOIO IPUPOAHNM (BPOKEHIM ) MOPTO-KaBaJIbHIM aHACTOMO-
30M, AaHEBPU3MOIO HUKHBOT TIOPOKHUCTO] BEHU.

Kantouogi crosa: cunopom Mapgana y eazimmux, anespusma uepesnoi
aopmu, CuHOPOM NOPMALLHOL Zinepmensii.

VHTpaonepanioHHble W MOCTEOTEPAIMOHHBIE OCJIOKHE-
HUS OTCYTCTBOBAJIH, TEMIIBI MHBOJIOIIMI MAaTKH COOTBETCTBO-
BaJIM CyTKaM HOPMaJIbHOTO TEUEHUs I10CJIE0IE€PAIIOHHOTO Iie-
pHo/ia, 3aKMBJIEHIE TTOCIe0epalnOHHON PaHbl — Per primum.
JKenmmua ¢ HOBOPOXK/IEHHOI BBINCAHBI B YIOBJIETBOPHUTE/ID-
HOM COCTOSHMM Ha 4-e cyTKu 1ocJe onepanuu. IlanuenTke pe-
KOMEH/IOBAHO HAabJIIO/IEHIe Bpaya KEHCKOI KOHCYIbTAITIN, Te-
pareBTa U KapANn0JIoTa IO MeCTy KUTeIbCTBA.

BbIBOAbl

Cunzpom Mapdana — cucteMHOe reHeTUYeCKH JIeTepMU-
HUPOBaHHOE 3a00JIeBaHNe COEIMHUTEIbHON TKaHU, OJHON U3
HanboJiee OMACHBIX YEPT KOTOPOTO SBJISETCS MATONOTHSI COCY-
JIMCTOM CTEHKU ¢ 06pa3oBaHIEM aHEBPU3M.

B nporecce 6epeMeHHOCTH U OCOGEHHO POJIOB IIPOUCXOLUT
3HAYHTETbHOE YBEJIUYeHHe BHYTPUOPIONTHOTO W BHYTPUTPY/I-
noro gasaenns, 4to npu yBeandennn OILK, noseimenn apre-
PHAIBHOTO JABJIEHUS U HAJIMYUY [TATOJIOTHU COCYIMCTON CTEH-
KM MOJKET PUBECTH K PACCIOCHHIO U PA3PbIBY aHEBPU3MBI.

Pereriie 0 MeToj1e posiOpa3perneHisi HaneHToK ¢ CHH/PO-
MoM Mapdana 0JKHO IPUHUMATHCST KOHCUIMYMOM B COCTaBe
aKylIepa-ruHeKoJIora, COCYINCTOrO XUPYPra, Kap/InoJora, aHe-
CTE3MOJI0Ta TTOCJIE TIATENBHOTO KOMILIEKCHOTO 00C/IeI0BAHISL.

C 1esbio MUHUME3AIMU 00beMa KPOBOIIOTEPH, IPOdhHIaK-
TUKH TeMOPPArHYeCcKUX M THOWHO-BOCHAIUTEIbHBIX OCJIOKHE-
HUIT y IJAHHOTO KOHTHHTEHTA TTAI[IEHTOK MBI YCIIENIHO TIPHMe-
HsIeM COBPEMEHHbIC YTEPOTOHUKY (KapOETOILMH ) U HHCTPYMEH-
TaJIbHO-TEXHUYECKOE CONPOBOK/ICHIE (APTOHOMNIA3MEHHAs KO-
aryJisimst).

Baruuasbble pojibl 1 11OCIEONEPAIMOHHBIN TEPUOJL TT0C-
Jie KecapeBa CeYeHUsT ¥ TaKUX TAIMEHTOK TpebyIoT mpoBesie-
HUs TH@TeIbHOr0 06e36omnBanust. C Hallell TOYKY 3PEHMs],
Hau6osiee 3 HEKTUBHBIM B JAHHOI CUTYaIlUU SIBJSETCS Mpe-
mapar m3 rPyINbl HEeHAPKOTHYECKUX onmronaoB — Hanbybun
(«IOpus-Dapm»).

Pregnancy and delivery in patients
with Marfan syndrome (Case study)
0.V. Golyanovskyy, A.M. Rubinshtein, K.V. Strashevych

The article is devoted to the problem of pregnancy, delivery and the
postpartum period in patients with Marfan syndrome — the system
genetically determined pathology of the connective tissue. This dis-
ease is often accompanied by disorders of the vascular wall with the
formation and subsequent stratification of aneurysms. Today the basic
diagnostic method for vascular aneurysms remains echocardiography,
which allows estimating the degree of vascular dilation and determin-
ing the tactics for such patients.

The article presents the clinical case of pregnancy, delivery and the
postpartum period management in patient with Marfan syndrome,
portal hypertension, subhepatic form, compensated by the essential
porto-caval anastomosis, aneurysm of the vena cava inferior.

Key words: Marfan syndrome in pregnancy, abdominal aortic
aneurysm, portal hypertension syndrome.

Cgenienusi 00 aBTopax
Tonsimosckuit Osner Braaumuposuyu — Kadenpa akymepersa u runekosiornn Ne 1 HarnonaibHO#W MeIUITMHCKON aKaJIleMUH T10-

caepuiziomHoro obpaszoBanust nmenn ILJI. Iynuka, 04170, .

E-mail: Golyanovskyy@bigmir.net

Kues, yin. barroyrosckas, 1; tesm: (067) 741-77-68.

Py6unnrreitn Auna MoiiceeBHa — Kadenpa axkyuiepcrsa u riunekosornn Ne 1 HannonanbHON MeIMITMHCKOI aKajieMuH mocJIe-

muniomuoro  obpasosanust umenu ILJI. Iynuka, 04170, r.

E-mail: 7133@rambler.ru

Kues, yu. bBarroyrosckas, 1; Te.:

(098) 077-91-43.

Crpamesuy Koncrantun BuranseBuu — Kadenpa axymepersa u runekosorun Ne 1 HarponaabHoit MeMIIMHCKON akajieMun
nocaeaniziomuoro obpazosanus umenu I1JI. Hlynuka, 04170, r. Kues, yi. Barroyrosckas, 1; rten.: (099) 069-77-97.

E-mail: strashevich@yandex.ru

64

3/IOPOBBE JKEHIIITHBI Ne6 (112)/2016
ISSN 1992-5921



CMNCOK JINTEPATYPbI

1. Agg B., Benke K., Szilveszter B., et
al. Possible extracardiac predictors of
aortic dissection in Marfan syndrome.
BMC Cardiovasc Disord. 2014 Apr 11.
14:47.

2. Donnelly R.T., Pinto N.M., Kocolas I.,
Yetman A.T. The immediate and long-term
impact of pregnancy on aortic growth rate
and mortality in women with Marfan syn-
drome. J Am Coll Cardiol 2012; 60:224.
3. European Society of Gynecology
(ESG), Association for European
Paediatric Cardiology (AEPC), German
Society for  Gender  Medicine
(DGesGM), et al. ESC Guidelines on the
management of cardiovascular diseases
during pregnancy: the Task Force on

CNYYAWN N3 NMPAKTUKMN

the Management of Cardiovascular
Diseases during Pregnancy of the
European Society of Cardiology (ESC).
Eur Heart J 2011; 32:3147.

4. Goland S., Elkayam U.
Cardiovascular problems in pregnant
women with marfan  syndrome.
Circulation. 2009;119:619—623.

5. Hecht F., Beals R.K. «<New» syndrome
of congenital contractural arachnodacty-
ly originally described by Marfan in
1896. Pediatrics 1972; 49: 574-579.

6. Naud K., Horne G., van den Hof M. A
woman with Marfan syndrome in preg-
nancy: managing high vascular risk with
multidisciplinary care. J  Obstet
Gynaecol Can 2015; 37(8):724-727.

7. von Kodolitsch Y., De Backer J.,
Schuler H., et al; Perspectives on the
revised Ghent criteria for the diagnosis of
Marfan syndrome. Appl Clin Genet. 2015
Jun 16;8:137-55. doi: 10. 2147/ TACG.
560472. eCollection 2015.

8. Marfan A.B. Un cas de deformation
congenital des quatre membres plus
prononcee aux extremities caracterisee
par I'allongement des os avec un cer-
tain degre d’amincissement. Bull Mem
Soc Med Hip (Paris) 1896; 13:
220—226.

9. McKusick V.A. The cardiovascular
aspects of Marfan’s syndrome: A herita-
ble disorder of connective tissue.
Circulation 1955; 11: 321—-341.

10. Silversides C.K., Kiess M.,
Beauchesne L., et al. Canadian
Cardiovascular Society 2009

Consensus Conference on the man-
agement of adults with congenital
heart disease:  Outflow tract
obstrustion, coarctation of the aorta,
tetralogy of Fallot, Ebstein anomaly
and Marfan’s Syndrome. Can J
Cardiol. 2010;26(3):e80—€97.
11.YehY.C, LinT.F., Chang H.C. et al.
Combination of low-dose nalbuphine
and morphine in patient-controlled
analgesia decreases incidence of opi-
oid-related side effects // J. Formos.
Med. Assoc. — 2009. — Vol. 108 (7). —
P. 548—553.

Cmamvs nocmynuaa 6 pedaxyuio 20.07.2016

MccnepoBaTenbckas rpynna us
YHuBepcuterta MakMacTepa
(McMaster University) nposena uc-
crnepoBaHue, B KOTOPOM MPUHSNU
yyacTtmne okono 6000 yenosek ns 22
cTpaH. Im ypanocb naeHtudbduum-
posaTtb 10 dakTOpPOB pUCKa, OTBET-
CTBEHHbIX 3a BO3HMKHOBEHME 9 13
10 nHcynbTOB. OTK PaAKTOPbLI B pas-
HOW CTeneHu murparT pPoJib B pas-
BUTUWN UHCYJIbTOB Y MY>UUH U XEH-
LLMH BCEX BO3PACTOB.

MoBbiweHne dunanyeckom ak-
TUBHOCTW HaceNleHuUss NoMorso Obl
COKPaTUTb PUCK Pa3BUTUSA UHCYJIb-
Ta Ha 36%, N3MEHeHMe NUTaHUs -
Ha 19%, a 0Tka3 OT KypeHus - Ha
12%. CHUXEHNE OaBEHNS YMEHb-
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wunno 6bl YacTOTYy BO3HMKHOBEHUS
MHCYNbTa NoyTn BABOE (Ha 48%).
CeoW BKJlag B pa3BUTUE MHCYNbTA
BHOCUNWN Takme hakTopbl KaK NLL-
HUI BeC, cTpecc, anabeT, ynotpeo-
neHue ankorons, npob6nembl C
cepaueM 1 NoBbIWEHHbIN YPOBEHb
NMNNaoB.

Kakon nmMeHHO dakTop 6bin Be-
OywMM - 3aBUCENO OT PernoHa.
Tak, npyeM ankorons Obls1 OOHUM
M3 OCHOBHbIX (PakTOpPOB pa3BUTUS
nHcynbta B Adpuke n KxHon
A3nun, a B 3anagHon EBpone, AB-
ctpanun n CeBepHoli AMepukKe ero
BNNUSAHNE ObIIO MUHUMasbHbIM.
Xntenn Kutaa otnmyanucb Ha-
VIMEHbLUMM YPOBHEM (U3NYECKON

aKTUBHOCTW, a Yy eBponenues, Xu-
Tenen CLUA v KaHagpl, a Takxe aB-
CTpanniiueB Yalle OMarHoCTUpO-
BasIM aPUTMUIO, CBA3AHHYIO C MLLIe-
MWNYECKNM NHCYJIETOM.
MiccnepoBartenn cuymTaloT, 4TO
ONS1 CHUXEHUS 4acTOTbl BO3HUKHO-
BEHUSI MHCYNbTa HEOOXOOMMO MpuU-
MEHATb pasHble cTpaTeruu, BbiOop
KOTOPbIX AO/KEH 3aBUCETb OT CTpa-
Hbl 1 npeobnagatouwero d¢akTopa
pucka. ABTOPbl OObSICHSIOT, YTO He-
06X0AMMO CTPEMUTLCA MUHUMUNIN-
poBaTb BANSAHNE KaXa0ro u3 ¢pakTo-
poOB. OTO NOMOXET NMpeaoTBpaTUTb
4acTOTY BO3HUKHOBEHUS MHCYJIbTOB.

Ucto4Huk: http://medportal.ru
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