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Llesib faHHOM CTaTby — NPUBIIEYL BHUMAHNE KITMHWLMCTOB K TAKOW PEAKO BCTPEYAIOLLENCS, HO UMEIOLLIeN YPe3BbIYaiiHo
BaXHOE K/IMHUYECKOE 3HAYEHNE NAaToornu, KaKk ME3eHXUMasbHble gncrnnasmm (cuHgpoms! Mapghana, nepca-fanno,
Pengro-Ocnepa), B YacTHOCTN, OCOOEHHOCTAM Te4eHUs L[aHHbIX 3a60/1€BaHNA BO Bpems 6epemeHHocTy. [latonorus
COBLINHNTETbHOM TKAHN MOXET OXBATbIBATh PA3JINYHbIE OPraHbl U CUCTEMbI, CUMITTOMbI OfHOIO M TOrO Xe 3a00/1eBaHNA
MOryT BapbUPOBATb Y PA3/INYHbIX NALNEHTOB, 4TO0 BbI3bIBAET 3HAYNTENILHBIE TPYAHOCTH B ANArHOCTUKE. ONnUCaHb! KITNHN-
YeCckmne InarHOCTUYECKNE KDUTEPUN U METOLbI MOSIEKYIIAPHON AUArHOCTUKY 3a00718BaHNIA. [1aTOreHe3 Me3eHXUMarbHbIX
ANcnnasnii 0cTaeTcs [0 KOHLUA He U3Y4eHHbIM. bepeMEHHOCTb NMALMEHTOK C ME3EHXUMATbHBIMU JUCTNA3UAMU COMPS-
JKEHA C BbICOKUM PUCKOM YrPOXAKOLNX XUIHN OCIIOXHEHNA. [IDeANOYTUTEIbHBIM METOLOM POAOPA3PELLIEHNS TaKuX
MAaUNEHTOK ABNIAETCS POJOPA3PELLEHNE TYTEM 0nepaLymny KecapeBo CeYyeHne.

AKYIITEPCTBO « THMHEKOAOI'MA « PEITPOAYKIIUNA

Knrouesbie cnosa
Me3seHxumanbHbie gucnnasmn, cneapom Mapeghbana, cusgpom nepca-fanno, cuHgpom Pergto-0cnepa, 6epemMeHHOCTb,
BPOXAEHHAsA NaToa0rus COEANHUTEIbHON TKaHM, PACCII0EHNE a0PThl Y GEPEMEHHBIX.

Cratbs noctynuna: 08.09.2015 r.; B qopabotanHom suge: 24.11.2015 r.; npunaTa K nevatu: 24.12.2015 r.

KoHdhnukT unTepecos
ABTOp 3a51BNSET 00 OTCYTCTBUM HEOOXOAUMOCTMN PACKPLITUS (DMHAHCOBOIA NOAAEPXKKMN UK KOH(PIMKTA MHTEPECOB B OTHOLLEHWN
JlaHHOW Ny6nuKaLuu.

Ing yuTupoBaHma
Papeukas J1.C. bepeMeHHOCTb 1 Me3eHXMMalbHbIe aucnnasum (cungpombl Mapdana, 3nepca-anno, PeHato-Ocnepa). Akyluep-
CTBO, rMHeKonorua u penpoaykuns. 2015; 4: 74-85.

PREGNANCY AND HERITABLE CONNECTIVE TISSUE DISORDERS (MARFAN SYNDROME, EHLERS DANLOS SYNDROME,
OSLER-WEBER-RENDU DISEASE)
Radetskaya L.S.

First Moscow State Medical Sechenov University of the Ministry of Health Russian Federation

Summary

The article describes some inherited disorders (Marfan syndrome, Ehlers-Danlos syndrome, Osler-Weber-Rendu disease)
that affects the connective tissue with prominent manifestations in the skeletal, ocular, and cardiovascular systems during
the pregnancy. The present article aims to provide an overview of these rare but very important hereditary disorders.
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Diagnosing of these disorders can be difficult because the symptoms can vary significantly from person to person. There
are clinical criteria and molecular methods of diagnostics. The pathogenesis of these inherited connective tissue disorders
has not been fully elucidated. Pregnancy can be dangerous in such patients due to the high risk of lifetreating complications.

Key words

pregnancy, aortic dissection in pregnancy.

Conflict of interests

For citation

Corresponding author
Address: ul. Trubetskaya, 8-2, Moscow, Russia, 119048.
E-mail address: udaeva@gmail.com (Radetskaya L.S.).

Cesarean section is preferred in women with inherited connective tissue disorders.

Inherited connective tissue disorders, Marfan syndrome, Ehlers-Danlos syndrome, Osler-Weber-Rendu disease,

Received: 08.09.2015; in the revised form: 24.11.2015; accepted: 24.12.2015.

The author declares no financial support or conflict of interest with respect to this publication.

Radetskaya L.S. Pregnancy and heritable connective tissue disorders (Marfan syndrome, Ehlers Danlos syndrome, Osler-Weber-
Rendu disease). Akusherstvo, ginekologiya i reproduktsiya / Obstetrics, gynecology and reproduction. 2015; 4: 74-85 (in Russian).

Y10 TAKOE€ ME3CHXHUMAJIbHBIC THUCILIA3HH
M KAKOBBI 0COO€HHOCTH HUX IPOABICHUA
Yy 6epeMeHHBIX?

Me3zeHxumManbHble AMCNIa3nuKM NpeacTaBnsaoT Co6oi
rpynny 3a60s1eBaHNN, XapaKTepM3YIOLLLMXCA BPOXIEHHbIM
neeKToM COeauHUTENbHOW TKaHW. [lOCKONbKY npu
pasHbIX 3a60neBaHNUAX MMEETCA NaTonorns pasnuyHbIX
KOMMOHEHTOB COBMHUTENbHO TKaHW, NPOSBNEHUs 3a60-
NeBaHWii pasnnyHbl W BKIKOYAKOT B cebd aHomanum
CKeneTa, U3MEHEHUs CO CTOPOHBI OpraHa 3peHus, KOXu u
MOJAKOXXHOW KNETHATKN N MHOTUX Apyrux cuctem. OpHako
HaM60NbLLYIO OMACHOCTb Y TaKMX 6ONbHbIX NPEACTaBNAET
c0060ii HapyLLEHUE CTPYKTYPbl COBAMHUTENIbHO-TKAHHOIO
KOMMOHEHTa CTEHOK COCYAOB Pa3NIMYHOro Kanuépa, Tak
KaK MUMEHHO C 9TUM CBSi3aHbl TSXKESble TPOMBOremoppa-
rMYecKne OCNOXHEHUS NpPWU  AaHHbIX 3a60N1eBaHMAX.
Oco6eHHO BbICOKA BEPOATHOCTb PA3BUTUS TaKMX OCNOX-
HEHWA BO Bpems GepemMeHHOCTU M B POdax B CBA3U C
remoauHamuyeckumm (yeenudexme OLIK m ceppedHoro
BbI6GPOCA) U rOPMOHANbHBIMK (BO3MENCTBINE 3CTPOreHOB
1 NporecTepoHa) apdeKTamn Ha CTEHKMW MaTon0rnyecku
M3MEHEHHbIX COCY0B. Bo3aenCcTBUA Ha CTEHKY COCYa0B
MOTYT NPUBOAUTL K UX AUnaTtaumu, paccroeHunto, paspbl-
BaM, YBENUYEHMIO B pasmepax Wnm OPMUPOBAHMIO
HOBbIX MATONOMMYECKUX COCYANCTbIX AaHACTOMO30B (Marb-
thopmauun).

XapakTepHON 0COO6EHHOCTbIO JAaHHON rpynmbl 60MbHbIX
B MuUpe SBNAETCH pPa3pPO3HEHHOCTb W OTCYTCTBUE WX
KOHLIEHTpaLUK B e ANHbIX MEAULIMHCKNX LieHTpax. [Toatomy
B COBPEMEHHON NuUTepatype MMEeKTCs NLb ONMcaHus

OTAENbHbIX Cny4aeB GEPEeMEHHOCTM Y TaKuX NauyueHToK.
[0 HacToALLLero BPEMeHM He NPOBOAMOCH UCCIE0BaHNA
N0 WU3Y4eHU 0COOBEHHOCTEA TEYeHUs GepeMEHHOCTU U
POAOB Y 60MbHbIX C ME3EHXMMASTbHbIMW UCMNA3NAMM, HE
MeeTca peKoMeHaaLuin no NnoBoAy BeAeHNs 6epemMeHH0-
CTW 1 POJ0B, Lies1IeC006PA3HOCTM NCMONb30BAHMS TEX UK
WHBIX ANArHOCTUYECKUX W NeYve6HbIX METOAMK AaHHOM
KaTeropum 60MnbHbIX.

bonbluyto npobriemy NpeacTaBnAT co60i 60NbHbLIE C
TaK Ha3blBAEMbIMM «CTEPTbIMU>» (HOPMAMN  ME3EHXU-
ManbHbIX [OUCNNA3NiA, KOrga MMEeTcs HemoCTaTO4HO
CUMNTOMOB AN YCTaHOBJIEHMS TOYHOr0 AmarHosa. Y
TaKux 60/bHbIX 3a60M1€BaHNE YaCTO NPOTEKAET CYyOKINHU-
YECKU 1 BOBPEMS He AMArHoCTMPYeTCs. PUCK BO3MOXHbIX
0CNOXXHEHMI BO Bpems 6epeMeHHOCTM, POAOB M NOCnepo-
[0BOr0 nepvoaa HeaoOLEHNBAETCA, YTO MOXET MpUBO-
OUTb K JeTalibHbIM UCX0AaM. EAWHCTBEHHbIM CNOCO6OM
NpefoTBPALLEHNS TAXKENbIX OCIOXHEHNA Y 6EPEMEHHbIX C
MEe3eHXUManbHbIMKU AWUCANA3NAMI SBNSETCA CBOEBpE-
MEHHas AnarHocTukKa 3aboneBaHns W BefeHue 6epemeH-
HOCTU M POAOB C YY4ETOM CheunUKu TOro UanM WUHOro
CUHAPOMA.

Cunpapom Mapdana: natoreses,
KIHHHYECKHE IPOSBICHUSA, THATHOCTHKA,
0COOEHHOCTH Te4eHHI 3200/ 1€ BAHHA
Yy 6epeMEeHHBIX

Cungpom MapchaHa npecTaBnset co60i ayTOCOMHO-
[IOMUHAHTHOE 3a60/eBaHNe COeOUHUTENbHON TKaHM,
CBA3aHHOE C MyTaLyeil B reHe uépuiInHa — 0fHOro 13
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AKYIITEPCTBO « THMHEKOAOI'MA « PEITPOAYKIIUNA

OCHOBHbIX 3J1aCTUYECKNX KOMMOHEHTOB COEAMNHUTENb-
HOM TKaHW. [lpy 3TOM HapyLIaeTca CUHTE3 MUKPOMU-
OpuUNnApHLIX BOSIOKOH B CTEHKAX COCYA0B, KnanaHax
cepiua, CBfi3Kax, CycTaBax, TBEpAOW MO3roBoOil
0601104Ke, KOCTAX U ApYrux opraHax. @uopunnuH npea-
CTaBnAet co60il rMUKONPOTENH C MONEKYNAPHOI Maccoi
350 kD, cuHTe3upyoLWMinca B BUAE NPEALIECTBEHHUKA C
maccomn 375 kD v cekpeTupyowWwuincsa B MHTpaLennionap-
HbIiA MaTpukc. CuHTe3 nbpunnmnHa-1 Tuna Kogupyercs

reHOM, pacnofioXeHHbIM B Xpomocome 15q21.1
[6,12,31,51].
PacnpoctpaHeHHocTb  cuHagpoma  MapdpaHa, no

[aHHbIM PA3fINYHbIX MCTOYHUKOB, cocTasnser 1 Ha 5-10
TbiC. HaceneHns [18,19,50]. CemeiHblit aHamHe3 3abone-
BaHMA NpocnexuBaeTca B 65-75% cnyvaes, OCTanbHbIe
Cnyyau ABNAKTCA Pe3yNnbTaTOM BHOBb BOSHUKLUNX MyTa-
unia [35,37].

KakoBsa knunuyeckas kaptuia cuigpoma Mapcpana?

Han6onee yacTbIMI KIIMHUYECKUMI NPU3HaKaMu 3a60-
NeBaHNA ABNAIOTCA NPOrpPeccUpytoLLas gunaraums aopTsl,
nponanc u HeLOCTaTOYHOCTb MUTPAIIbHOrO M aopTab-
HOrO KflanaHoBs, rMnepMo6uNbHOCT CYCTaBOB, BbICOKWIA
POCT, ANINHHbIE KOHEYHOCTU, apaxHOLAKTUNMS, Aeopma-
UMs TPYSHOI KNETKW, CKONWO3, NOJBbIBUX XPYCTanuKa,
MUWONUA, TOTUYECKOE He6O, CTpUK Ha Koxe. [pu peHTre-
HOJIOrMYECKOM MCCNeJ0BaHNM 4acTo 06HapyXuBawTCA
9KTa3ns TBEPHOM MO3rOBOM 060/104KM W NPOTPY3Ms
BEPTNY)XXHbIX BMNAAWH. B HEKOTOPbIX CNyyYasx B aHaMHe3e
OTMEYalTC  MOBTOPHbIE  3MM30f4bl  MHEBMOTOPAKCA
[12,17,18,43].

Oco6oe 3Ha4eHWe MMeEKT MpPOSBIIEHUS CO CTOPOHbI
CepAeYHO-COCYANCTON CUCTEMBI, TAK KaK UMEHHO C HUMMK
CBfi3aHa BbICOKAR JIETANbHOCTb NpPU 3TOM 3260J1eBaHUM
[11,22,28,44].

Ha ocHoBaHMM 4ero ycTaHaBNMBAEGTCA UArHo3
cunapoma Mapthana? KakoBbl OCHOBHbIE MPHHLMNbI
KNUHUYECKOI W MONEKYNAPHON ANArHOCTUKN?

MonekynsipHas gauarHoctuka cuHapoma MapdaHa
NPOBOAUTCA PEAKo N0 [BYM OCHOBHbIM NPUYUHAM.
Bo-nepsbix, Kaxpgas Mmytauus B reHe duépunnunHa-i
YHUKaNbHA 1 BEPOSTHOCTb €€ MOBTOPEHMS YPE3BbIYaiHO
mana. Bo-BTopbix, MyTauun B reHe ouépunnuia-1 obHa-
PYXXWBAIOTCA HE TONbKO npu cuHapome MapdhaHa, Ho
NPU CXOAHbIX C HAM 3a60MEBAHUAX, HE UMEIOLLNX TSXKe-
NbIX NPOSABNEHWI A CO CTOPOHbI CePLeYHO-COCYAMCTON
cuctembl, Hanpumep, npu MASS cungpome (myopia,
mitral valve prolapse, aortic dilatation, skin involvement,
skeletal involvement), 1301MpOBaHHOM  NOABbLIBUXE
xpycranuka [17,51].

B HacTtoswee Bpems AmarHo3 cuHapoma MapdpaHa
YCTaHaBNWUBAKT B COOTBETCTBMW C [AMArHOCTUYECKUMM
Kputepuamu Ghent, koTopble 6biin NpeanoxeHsl B 1996 T.
B3aMeH paHee CYLLEeCTBOBABLUWUX OGEPIIMHCKUX KpUTEpPUEB
1988 r. (cm. Tabn. 1) [9,17,32].

Oco60 cneayeT BblAENUTb TaK Ha3blBaeMblil «Mapda-
HOMAHbIA PeHoTUn>». OH BKIIOYAET B ce65 HEeAPKO BbIpa-

KEHHbIE NPWU3HAKK CUHAPOMA, TaKMe KaK BbICOKMIA POCT,
apaxHoAaKTMAMS, TMNepMo6UNbHOCTL CYCTaBOB, BbICOKOE
roTU4ecKoe Hebo M Apyrue CUMNTOMbI, KOrda HeaocTa-
TOYHO KpUTEPKEB ANS NOCTAHOBKM AuarHo3a. Takue nauu-
EHTbI HY)XXOAIOTCA B MOCTOSHHOM HabntofeHnM, Tak Kak
OHW MMEIOT BbICOKWIA PUCK Pa3BUTUS 60MEe Cepbe3HbIX
nposiBeHnin cuHgpoma Mapdana.

KakoBbl 0co06eHHOCTH Te4eHUs GepeMeHHOCTH
y nauueHTok ¢ cungpomom Mapdana?

Mpn BeaeHUM GepemeHHbIX ¢ cuHapomom MapdhaHa
CneayeT y4uTbiBaTh ABA OCHOBHbIX 06CTOATENbCTRA:

« bepemeHHble ¢ cuHgpomom Mapdana wumeroT

BbICOKUIA PUCK Pa3BUTUSA NIeTanbHbIX OCMOXHEHWI
CO CTOPOHbI  CEepLeYHO-COCYAMCTON  CUCTEMBI
(paspbiBa M paccioeHns aopThl).

« 3abonesaHue HacneayeTcs y feteii B 50% cnyyaes.

lpn4ynHamu BLICOKOrO pucka PaccnoeHns aopTtbl BO
BpeMs 6epeMeHHOCTM Y nauueHToK cuHapomom MapdaHa
ABNAOTCA DU3NONOrMYECKOe YBENNYeHne 06bema LIMpKy-
NUPYIOLLLEA KPOBM U CEpleYyHOro BbIBpoca Ha oHe
BPOX/EHHOW aHOManuu KonnareHa. OnpefeneHHyo ponb
TaKXXe MMEKT TOpPMOHaNbHble M3MeHeHus. [lokasaHo
VHIMONpytoLLee BO3LEACTBINE SCTPOrEHOB Ha OTNIOXKEHME
KOnnareHa M 3nacTiiHa B CTEHKe aopTbl. B onbiTax Ha
KpbICax TaKxXe ObINO MOKA3aHO CTUMYNMPYLOLLIEe AEeNCT-
BWE MNPOrecTepoHa Ha OT/II0XEHWe HeKOJareHoBbIX
NPOTENHOB B CTEHKE a0pTbl. [€CTALNOHHAR TUNEPTEH3NA 1
NPesKnamncnsa Pesko YBENWUYWUBAKOT PUCK [AunaTaumu,
PaccnoeHns 1 paspbiBa aopTbl.

MpumepHo y 70% 6GepeMeHHbIX PaccrioeHne aopThl
Ha6JI0AETCA HA y4aCTKe, PACNOSIOXEHHOM Ha 2 CM BbiLLe
a0pTaNbHOro KnanaHa UM Ha HUCXOAALLEM OTaene rpya-
HOM aopTbl. O6bIYHO MOBPEXAEHWE A0pTbl 3aTparuBaeT
NWWb MOMOBWUHY AnameTpa aopTbl, Apyras MonoBuHa
0CTaeTCcA UHTaKTHOI [11,22,44]. Mpn paccnoeHnmn BOCXo-
Jduleli aopThl, Kak NpasBuio, BOBMEKAeTCs npasas nare-
panbHas CTeHKa, 3aTeM NpOoLEeCC PacnpoCTPAHAETCS BHUS,
3axBaTbiBas Ayry W rpyaHoOW OTAEN HWCXOAsLIE aopThl,
4YTO 4acTO MPMBOAUT K BOBNEYEHUID B MPOLECC MpaBoi
KOPOHAPHOM, NEBOM 06LLENA COHHOM W NEBO NOAKNIOYMY-
HOM apTepuii [44,52].

Ha ocHoBaHMM Yero MOXHO ANarHoCTUPOBaThb
pasBuTHe paccnoeHus aopTbl npu cunapome Mapthana?

CBOEBPEMEHHAN ANArHOCTUKA M Tepanus BHE3aMHOro
PaccnoeHns aopTbl XXW3HEHHO HEOOX0AMMbI, TaK Kak
okono 50% nauyueHTOB norunbaeT B Te4yeHme 48 4 nocne
BO3HUKHOBEHNS 0cNoxHeHus [11,28,44]. Mpn 6epemeH-
HOCTU 3TOT MPOLEHT 3HAYMTENLHO Bbille. OCHOBHbIMN
CUMNTOMAaMW PacCcnoeHMs aopThl ABAAOTCA 60Nb B
rpyan, uppaguupylowias B CNUHY, MAeYn M XKMBOT.
Hanbonee onacHbIMU OCNOXHEHNAMU ABNAOTCA IKCTpa-
Ba3anbHble KPOBOTEYEHMA B MNepuUKapd, NneBpanbHy
nonoCTb, CPEAOCTeHMe, 3a6PHLUMHHOE MPOCTPAHCTBO,
CTEHKY NEerovyHoW apTepuu, nonoctu cepaua. Kpome
TOr0, HepeKo Ha6JAATCA CUMNTOMbI, CBA3aHHbIE C
4aCTUYHOM UNU NONHO OKKITHO3WUEI PasfINyHbIX apTepuil
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6onee 1,05);
e CKOMMo3 >20° unu CroHAMNONNCTe3;
* HernosHoe pasrmbaHue B JIOKTEBOM CyCTaBe
(<170°);
* M/I0CKOCTOMME C BanbrycHOI AeBuauueit cTonsl;
* NPOTPY3US BEPTAYXKHOIA BNAAUHbI;

Cucrema OcHOBHbIE KpUTEpUH JlononHuTenbHLIE KPUTEPUK
He mMeHee 4eTbipex U3 CNeaytoLLnx NpU3HAKOB: [1Ba OCHOBHbIX KpUTEPUS NI OAWUH OCHOBHOW 1 [iBa U3

«  KunesuAaHas Aechopmauns rpyaHomn KneTku; CNeayoLLunX:

e BbIP@XEHHOEe yrnybneHue B 06NacTu rpyaHoN  yrny6rexue B 061nacTu rpyaHON KIeTKu;
KNETKMN, TPEOYIOLLIEe XMPYPrMYeCKOn KoppekLnm; e TUNEPMOBUILHOCTb CYCTaBOB;

«  [UCNPONOPLUOHANIBHO BbICOKMA POCT (OTHOLLE- *  BbICOKOE HE6O;
HUEe BEPXHEro CerMeHTa K HuxHemy meHee 0,86 e XapakTepHoe NuLo;

AHomanuu UM OTHOLLIEHME BEIMYMHBI pa3Maxa pyK K pocTy
ckeneta

OpraH 3peHus

¢ NOABbIBMX XPYyCTaNNKa,

YNOLLEHNe POroBuLbl;

YBENNYEHUE ANUHHOI OCH rMasHOro A6roKa, NpUBOAS-
Liee K Muonuu;

TUNONMA3Ns PaYXKN MW PECHUYHOM MbILLLbI, NPUBO-
OALLNe K MUO3Y;

CepaeyHo-cocy-
Jucras cuctema

«  [naTtauus KOpHA aopThl;
+  PaccrioeHne BOCXoAALLei aopTl

nponanc MUTPanbHOro Knanaxa;
Aunartauna nero4yHomn aptepum B Bospacte fo 40 ner;
KanbLWMHO3 MUTPAnbHOrO KnanaHa B Bo3pacte Ao 40
neT;

Aunarauus u paccnoeHue Opyrux y4acTkoB aopTbl;

Jlerkue

«  OTCYTCTBYIOT

CMOHTAHHbI MHEBMOTOPAKC;

Koxa

«  QOTCYTCTBYIOT

aTpodhnyHbIe CTPUK;
NOBTOPHbIE FPbIKK;

CnnHHOM MO3r

*  NoM60CaKpanbHas 3KTas3us TBEPAOW MO3roBON
0607104KM

OTCYTCTBYIOT

[eHeTUYECKNE
JlaHHble

e Hanuyue cpean 6AU3KUX POLCTBEHHUKOB 60Mb-
HbIX cuHapomom MapdhaHa B COOTBETCTBUM C
NEePeYNCNEHHbIMIN KPUTEPUSMU, HE3aBUCUMO OT
HanU4ms MyTaLun B reHe (PUOPUNInH;

* Hanuyue cpean poAacTBeHHUKoB OHK-mapkepos
cungpoma MapdaHa

OTCYTCTBYOT

Ta6amua 1. OcHOBHBIE IMAarHOCTUYECKHE KPUTEpHH cHHIpoMa Mapdana.

Jlna nocmanosku ouazno3a Heobxoo0umMo no 0OHOMY OCHOBHOMY KPUMEPUIO CO CHIOPOHbL 08YX PAZIUYHBIX CUCIEM OP2aHO8 (Yemblpe
NpU3HAKa co CMOPOHbL CKelema COCMagIAIom 00UH OCHOBHOU Kpumepuii) u 00Ut OONOTHUMENbHBII KPUMeputi o CIopoHbl mpembell.

remMatomMoin cpefHeii 060104KkM a0pThbl. OKKMHO3MsA KOPO-
HapHbIX apTEPMA MOXKET MPUBECTN K BHE3AMHOW CMePTU
UM UHAPKTY MUOKApAa, OOLUEA COHHOM — K CMHKO-
NanbHbIM COCTOSIHUAIM, MHCYNbTY WAW KOME, MOAKII0-
YUYHOW apTEPUM — WLLEMUWN BEPXHUX KOHEYHOCTEN U
napanapesam, Me>xpe6epHbIX UK NOACHWUYHbLIX apTepuii
— ULLeMUU CMIMHHOTO MO3ra. IHoraa nponcXoauT OKKITH-
319 YPEBHOTO CTBOMA, NOYEYHOW, MEe3eHTEPUaNbHON KN
06LLeil NOAB30LLIHOM apTepwii. Becreacteue gunaraumu
UMW paccnoeHmns aopTbl Ha YPOBHE a0pTalIbHOIO Klanaxa
MOXET pa3BWTbCA BblpaXXeHHas aopTanbHas HeAocTa-
TOYHOCTb 1 0TeK nerkux. O6CTPYKUMS a0pTbl UK NEroy-
HOW apTepun HEepeako NPUBOAWUT K LUPKYNATOPHOMY
konnancy. [lpu dwn3uyeckom o06cneoBaHUN 4acTo
BbIABNATCA AeULMT NyNbCa, ANACTONMYECKUIA LUYM Ha
aopTe, HEBPOMOrMYeCcKne nposiBieHns (LepebpoBacky-
NAPHbIE HApyLIeHMs, MOTeps CO3HaHMs, napanapesbl
unu napannerun). [lpu peHTreHorpadunm rpyaHoN
KNeTK 06HapyXWBaeTCA pacliMpeHne CpefoCTeHMs.
VHorga mmeroTcs NpuU3Haku remoTopakca (B OCHOBHOM

NEBOCTOPOHHEr0 NPU PACCNOEHNM ANCTANIBHOIO Y4acTKa
aopTbl). OfHAKO AaHHble PEHTreHorpacun Hecneum-
(PUYHBI WM OTCYTCTBUE MATONOrMYECKUX U3MEHEHWIA Ha
PEHTreHorpamMmax He Mo3BONAET WCKIIHOYUTbL [MArHO3.
30M10TbIM CTAHLAPTOM AMATHOCTUKI PACCIOEHNS A0PTbI
ansaeTcs aoptorpadus. OgHAKO B CBA3M C WX HEWHBA-
3MBHOCTbHIO U OTCYTCTBUEM OTPULIATENIBHOIO BIIMAHUA HA
niog Metogamu Bbi6opa BO Bpems 6epeMEHHOCTM ABJIA-
I0TC  KOHTpAcTHas  KOMMNblOTepHas  ToMorpadums,
MarHUTHO-Pe30HAHCHOE UCCneaoBaHune, TpaHcasodare-
aNbHasa axokapaunorpadua u ynsTpa3ByKoBoe MCCeno-
BaHue. [udypepeHumanbHbil  AWArHO3  PacCnoeHns
aopTbl y 6epeMeHHbIX ¢ cuHapomom MapdhaHa nposo-
ANTCS C TAKUMW OCTPbIMI COCTOSHUAIMMW, KaK ambonus
OKOJIOMJIOAHbIMKM ~ BOAAMU, WHAPKT MWUOKapaa W
aopTanbHas peryprutauus, Bbi3BaHHble LpYruMu npuyn-
Hamu, MHEBMOTOPAKC, MHCYIbLT, pa3pblB MATKK, OTCNOMKA
nyaueHTbl, TPOMO03 Me3eHTepuasibHbIX COCYHO0B. Kak
npasuo, AUArHo3 PacCnoeHUs aopTbl YCTaHABIMBALTCS
post mortem.
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B03MOXHO 1M CHU3UTb PUCK YrPOXKAKOLLMX KU3HN
OCJIOXHEHMI y GepeMeHHbIX ¢ cuiapomom Mapthana?

[lna npepoTepalleHns U CBOEBPEMEHHOW KOoppeKLuu
YTPOXKAOLLNX XKU3HU OCNOXXHEHMIA HA NPOTAXKEHUN BCEN
6epeMeHHOCTM 60MbHbIE C cuHapoM MapdaHa LOMmKHbI
HaX0AWTbCA NOJ TLLATENbHbBIM HABMI0AeHNeM aKyLLEepOB U
COCYMCTbIX XMPypros. Bcem 6epeMeHHbIM ¢ CUHAPOMOM
MapdaHa (faxke paHee He UMEBLUUM NPU3HAKOB NOpaXe-
HUS CepAevHO-COCYLMCTON CUCTEMbI) NOKa3aHO TPAHCTO-
pakanbHOe YNbTpa3BykoBOe uccnegosaHue wunu MPT B
ONHAMUKe.

Bo MHorux pabortax fjokaszaHa aqheKTUBHOCTbL 6eTa-
aflpeHo6s10KaTopoB AN NpefoTBPALLEHMS MpOrpeccu-
pytoLLen gunaraumu aoptol. Mpu paccroeHnn amcralnb-
HOr0 OTAeN1a a0PThbl UCMONb3YETCA BHYTPUBEHHOE BBEJE-
HUe [B-aLpeH06/I0KaTOPOB L0 AOCTUKEHUS CHUKEHUs
YCC Ha 20%, cHmxeHus ALl U cOKpaTMMOCTW NEBOro
XKenyaodka.  Xupypruyeckoe BMeLIATeNbCTBO  Mpu
paccnoeHnn AUCTanbHOro OTAena aopTbl MOKa3aHo Npu
Hea(D(DEKTUBHOCTH MeUKaMEeHTO3HOM Tepanuu,
paspbiBe WK Yrpo3e paspbiBa aopTbl, MPOrpeccupyio-
LLieM paccnoeHmn aopTol. Mpn paccnoeHnn npokcMmarb-
HOro 0TAeNa aopThl HEO6XOANMO CPOYHOE OMepaTUBHOE
BMELLATeNbCTBO, TaK KaK TONIbKO 3Ta Mepa CrnocobHa
NpeaoTBPATUTb NeTabHbIi Ucxod. GpouHoe Xnpypruye-
CKOE BMELLATeNbCTBO MOKA3aHO TakXe GepemMeHHbIM C
cuHgpomom MapdhaHa npu  yBenu4YeHUM [uamerpa
A0PTbl CBbILLE 45 MM: Ha paHHUX CPOKaX PeKOMeHAyeTcs
npepbiBaHMe GEPEMEHHOCTM, Ha MO3JHUX — Kecapeso
CeyeHue C NocnenytoLLen peKOHCTPYKTMBHOM onepaumeit
Ha aopTe [28,44,52].

[lpyrum 4acTbiM NnokasaHMeM K HEeOTN0XHOMY ornepa-
TUBHOMY BMELUATENbCTBY BO BpeMsi 6EpPEeMEHHOCTW Y
60nbHbIX ¢ cuHapomom MapdpaHa ABnseTca nporpeccu-
pyloLLas aopTanbHasa HeoCTaTO4HOCTb.

KakoBbl 0C06EHHOCTH POAOpPA3PELLIEHNA NALUEHTOK
¢ cunapomom Mapdpana?

OnTumanbHbIM METOAOM POAOPaA3PeLleHNs 6epeMeH-
HbIX C cuHapomom MapdhaHa SBNSeTcs KecapeBo ceve-
HUME, Y4TO MO3BONSAET MWUHUMU3MPOBATL FEMOAMHAMMYE-
CKMEe N3MEHEHUS, CBA3AHHbIE C BarlHanbHbIM POAOPa3pe-
WeHWeM. JIMWb B HEMHOTUX CRyvyasx npu AuameTpe
aopTbl MeHee 40 MM, OTCYTCTBUW CONYTCTBYHOLIMX NPOSB-
neHun 3abonesaHns, agekBatHoM 06e360nMBaHUN W
XOPOLUEM KOHTPOJE apTepuanbHOro JaBneHns BO3MOXHbI
pO/bl Yepe3 ecTEeCTBEHHbIE pOA0BbLIE NYTW. B onpefeneH-
HbIX CMydasx AN YKOPOYeHMs BTOPOro nepuoaa pofaos
NnoKaszaHa onepaLns HanoXeHus akyLIepCKUX LUMMLOB.
HekoTopble aBTOPbI PEKOMEHYIOT OHOBPEMEHHO C Keca-
PEeBbIM CEYEHUEM MPOU3BOAUTL TMCTEPIKTOMMIO, TaK Kak
B NOCNEepoa0BOM Nepuoae Y POAUNbHULL C CUHAPOMOM
MapdpaHa 4acTto O0TMEYatoTCsi MAcCHUBHble MATOYHbIE
KpoBOTeYeHMS. pUHIHONA TaKNX KPOBOTEHEHWIA ABNSAETCSA
HapyLLUeHNe COKPATUTENIbHOW CMOCOBHOCTM CnnpanbHbIX
apTepuid, 4TO MUMEEeT MEeCTO U Mpu ApYrux 3aboneBaHmax
COBIMHUTENbHOA TKaHW, Hanpumep, NpuU CUHAPOME
dnepca-[axno.

Cunjapom diepca-Janio: maroreses,
KINHHYECKHE MIPOSIBICHHUS, THATHOCTHKA,
0COOEHHOCTH TeUYEeHHA 32001 BaHHA
y 6epeMEeHHBIX

CuHapom 3nepca-[laHno npeacTaBnseT coboli rete-
POTeHHYI0 rpynny 3a60neBaHNii COEANHNTENbHON TKaHM,
XapaKTepU3YIOLWMXCA  TUMNEepPaNnacTMYHOCTBID  KOXM,
rMNepmMobUnbHOCTLI0 CYCTaBOB, MIOXUM 3aXKUBNEHUEM
paH ¢ 06pa30BaHMEM HEMONHOLEHHbIX aTPOUYHbIX
py6LOB M HEKOTOPbIMI APYTMMU cUMNTOMamMK. Pacnpo-
CTPaHEHHOCTb 3TOr0 CMHApPOMA BapbupyeT 0T 1:560 000
no 1:5 000 [38,40].

Ha 4em ocHOBaHa KNUHUYECKAsA AUArHOCTUKA
cuigpoma Inepca-[aino?

MepBas knaccudpmkauus cuugpoma 3nepca-faHno
BKINoYana B cebs 11 noarpynn. Bnocneactemn B 1986 .
Ha BcemupHom KoHrpecce no HacneacTBeHHbIM 3a60ne-
BAHMAM COEANHUTENbHON TKaHu noartunbl IX n Xl 6binu
UCKNI0YeHbl N3 Knaccudmkauuu. G pa3BuTMEM MOMEKY-
NAPHOIA 6MONOrUM CTano ACHO, YTO NoApasjeneHne Ha
NOArpYNMbl ANLWb HA 0CHOBAHWN KITMHUYECKNX NPU3HAKOB
He BMOJIHe KOPPEKTHO, N03TOMY 6blNia NPeanoXeHa HoBast
knaccudpukauma (1997) (cm. 1aén. 2). IMeHHO Ha 3Toi
Knaccugukaumm B HacTosLlee BpemMA OCHOBbLIBAETCH
K/IMHWYeCcKas [AWarHocTUKAa cuHapoma 3dnepca-[lanno
[16,20,25,38].

Kpome TOro, BblAeneHbl OTAeNbHblE PeaKMe TuMbl
cuHapoma Anepca-LaHno:

V' Tun: NpUCYTCTBYIOT OCHOBHbIE  KNIMHWYECKME
NPU3HAKK KJ1aCCUYECKOro Tuna, HoO MeHee Bblpa-
XXeHHble. Hacnenyetcs no X-cuenieHHoMy Tuny.

VIl Tvn (MepropoHTanbHbIRA): KNUHUYECKNE NPUSHAKHN
CXOZHbI C MpU3HaKaMK KNaccu4eckoro Tuna nioc
XPYNKocTb AeceH. Hacneayercs ayToCOMHO-40MM-
HaHTHO.

X TWN: MMEOTCH OCHOBHbIE MPWU3HAKM KNACCU4ECKOro
CWHAPOMA, BbIPQXEHHblE B MEHbLUE CTeneHu.
ConpoBOXJaeTCca HapylleHWem arperauuu TpoM-
6ouunTtoB. lNpefnonaraeTcsd ayTOCOMHO-PELECCHB-
HOE HacnefoBaHue.

13 HoBOW Knaccudpmkaumm ncknoyeHst IX n X1 tuns.

N.B. OCHOBHblE KIIMHNYECKNE KpUTEpuu 00/1a4a10T
BbICOKOW QUArHOCTUYECKOM CIeUNOUYHOCTbIO, TOCKOSTbKY
PELAKO BCTPEYAOTCS NP JPYInxX 3a6071eBaHnsax. [Juarto3
YCTaHAB/INBAETCS HA OCHOBAHWN OfHOr0 1 607166 OCHOB-
HbIX KpuTepues. [lpn Hannany T0JIbKO JOMOSIHUTENbHbIX
KpUTEPUEB [narHo3 CcomHuTeneH. [1o BO3MOXHOCTH
JKESIaTesbHO NPOBEAEHNE MOSIEKYSPHON ANArHOCTUKAN.

KakoBbl KNUHHYECKME NPOSBEHNA COCYAMCTOrO TMNA
cunppoma Inepca-flaHno?

Hanbonbllee 3Ha4yeHWe B NPaKTUKe akyllepa-ruHeko-
fora UMeeT COCYAMCTbIA TUn cuHapoma 3Anepca-Latno,
TaK Kak MMEHHO OH COMPOBOXAAETCH Pa3NIMYHbIMK
akyLiepckumu 1 o6LeMeMUUHCKUMU  NpoBnemamu,
4aCcTO YrpoOXKawLWUMK XNU3HWU. [lpn 3TOM 3a60MneBaHMN
uveetcs aedoekt Il Tuna konnareHa, SBMAOLLErocs
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Tun ,
Knaccudhukauus QuarHocTuyeckue KpUTEpPUN Hacne- M“"EKV"’:g“*"“
AOBaHus Rete
OCHOBHbIE: rMNepanacTUYHOCTb KOXM, LUMPOKNE aTpodimyHbIe py6ubl,
runepmMo6unbHOCTb CYCTaBOB.
Knaccunyeckuit
(paHee cuHapom [lononHMTeNbHbIE: TOHKAA MafKas KOXa, MOMTIOCKOBMAHbIE NCEBAOOMY- AD MyTauum COL5AT
9nepca-Haxno | u |l X0, TMNepMOBUNbHOCTb CYCTABOB, FMMNOTOHUA MbILLL,, KDOBOTEYEHUS NPU n COL5A2
TUNOB gravis u mitis) ManeiiLumx TpaBmax, NPosiBIEHNS TMNepPacTKUMOCTI KOXN (TPbDKM,
UCTMUKO-LEPBUKANbHASA HEAOCTATOYHOCTb U T.4.), CEMENHbIN aHAMHE3
3a60/eBaHms.
[unepmoousIbHbij OCHOBHbIE: reHepann3oBaHHas runepmMo6uiabLHOCTb CyCTaBOB, runepana-
(paHee cuHApOM CTUYHOCTb KOXXW, TOHKAA rNajaKkas Koxa.
Anepca-Hanno il AD He n3BecteH

(PaHee cuHgpom
dnepca-[axno Vi
OKYNAPHBIA UK

FMNEPMOGAbHOTO [lononHuTeNbHbIE: PEUUAMBUPYIOLLVE BIBIXY CYCTABOB, XPOHUHECKNE GONN
Tna) B 0611aCTIN KOHEYHOCTEIA 1 CYCTABOB, CEMEiHbIil aHaMHeS.
Cocyamcruiii OCHOBHSIE: JIOMKOCTb U a3PLIBbI APTEPU, KULIEHMKa, MATKM; KPOBOTEe-
(Paree curapom HUSt I ManeiLLMX TPaBMax; XapakTepHOe NLO. Bce THNbI MyTauuii
dnepca-fanno IV [l0NONHUTENbHbIE: FMNEPMOGUILHOCTL MENKMX CYCTaBOB, Pa3pbiBbl MblLLL| AD COL3AT
apTepuanbHbIi Mnn W CyXOXWNNIA, KOCONAN0CTb, BAPUKO3HOE PACLLMPEHIE BEH, CEMENHbII
3KXMMOBHBII TUN) aHaMHe3, BHe3arHas CMepTb Y 61IM3KUX POCTBEHHIKOB.
p _ | OcHoBHble: reHepanu3oBaHHas rMNEPMOGUILHOCTb CYCTABOB, TSHKeNas

UehockonmoTuyeckuii i .

(hockonmoThec MbILLIEYHAA FUMOTOHNA B IETCTBE, NPOrPECCUPYIOLLNI CKOMNO3, NPUCYTCT He0CTaTo4HOTS

BYHOLLMIA C POXIEHWS, UCTOHYEHNE U XPYNKOCTb CKIEpbl.

[lononHuTenbHbIe: XPYNKOCTb TKAHEl, KPOBOTEYEHUS NPU ManemLLmnx Tpas- AR

NM3NN-rugpokcn-
Nnasbl, KOnnareH

dnepca-Lanno

CKONMOTHYECKMIA Max, paspblBbl apTEPMi, MapaHOMAHbIA (HEHOTUN, OGTEONEHMs (10 MpeBpalLaoLLero
Tnb) [1aHHbIM PEHTTEHOBCKOMO MCCIIBA0BAHIAR), CEMEIiHbIA aHaMHe3 CPeau thepmenTa
6paTbes u cecTep.
OCHOBHbIE: BbIDAKEHHAA FeHEPANN30BaHHAS TMNEPMOGUIILHOCTb CYCTaBOB [lechnuyT npo al-
?gTPOX%MWﬂ C NOABbIBUXaMU, iBYCTOPOHHWIA BPOXAEHHbIN BbIBIX 6elpa. WM PO a2-Lieneii
aHee Gbina BKJI0-
4eHa B CMHAPOM JI0MONHUTENbHbIE: UNEP3NacTUYHOCTb KOXM, NOBbILLIEHHAS XPYNKOCTb AD KOnnarexa B pesyrb-

KOXM, KPOBOTEYEHNA NPY ManenLnx TpaBMax, MblLLEYHasA rMnoTOHMS,

TaTe aeneuun
6-9K30Ha B reHax

(paHee 6bin BKNOYeH | KOXa.
B CUHAPOM dnepca-
[auno VIl Tuna)

VIl Tuna) KHOCKOMNO3, OCTEONEHNS N0 AaHHLIM PEHTTEHOBCKOTO UCCNEA0BAHNS,
CeMelHbIN aHaMHe3 3a6071eBaHus. COL1A1 unn COL1A2
Llepmaronoruyeckiusi OCHOBHbIE: BbIPOXKEHHAs XPYMKOCTb KOXW, NPOBUCAIOLLAS, «U3NNLLHSAA> HegoCTaTONHOCT 1

[lononHMTENbHbIE: MATKAA PbIXN1AA KOXA, KPOBOTEHEHNS NPKU ManemnLnx
TPpaBMax, NPex1eBPeMeHHbIN Pa3pblB MIOAHBIX 060J104EK, TPbKK.

N-KOHL,eBOI NPOKO-
naareH-nentnaasbl B
Konnarese 1-ro Tuna

AD

Ta6auna 2. Knaccuuxarus u anarHocTHIecKue KpUTepHH cuHapoMa Diepca-Jlanio.

Tpumeuanue. AD — aymocomno-domunanmuoe nacredosanue;, AR — aymocomno-peyeccugnoe Haciedosanue.

BOKHEMLMM KOMIMOHEHTOM COCYAMCTON CTEHKM W CTEHOK
KKT. MNoBpexxaeHns apTepuil BKIHOHaKOT B Ce64 paspbiBbl,
paccnoeHus, apTepuo-BeHO3Hble UCTYNbI. Pa3pbiBbl
apTepuii 4acTo BO3HUKAKT 6e3 Kakon-To onpeneneHHo
npu4nHbl. Hanbonee onacHble OCNOXHEHUS CBA3aHbI C
YrPOXALLMMN KPOBOTEYEHUAMU, a TaKxKe nepdopaumen
KWLWEYHMKA. TakK Kak Xupyprudeckue BMeLUATeNbCTBa
OrpaHunyeHbl B CBA3M C JIOMKOCTbIO TKaHem, 3T KpoBoTe-
YEHW 4acTo NPUBOLAT K JieTanbHOMY ucxody. Puck
nofo6HbIX OCNOXHEHWA BO3pacTaeT ¢ Bo3pacTom. B
JETCTBE MX 4AaCcTOTa HEBESINKA, B TO BPEMS KaK B BO3pacTe
10 20 net oHW BCTpeyarTes y 25% 60MbHbIX 1 60ee Yem
y 80% 6onbHbIX B Bo3pacTe A0 40 net. [laxe HeaHa4u-
TeSIbHble TPaBMbl Y MNaLMEHTOB C COCYAMCTbIM TUMOM

cungpoma dnepca-flaHno nNpuBOAAT K 06pa30BaHuMio
remMatom, WHOrAa A0BOMbHO OBLUNPHBIX. Y TakuX naumeH-
TOB 4acTo 06pa3yloTcA rematoMbl [axe Ha MecTe
MaHXEeTKW Mpu W3MEepPEeHN apTepuanbHOro [AaBfeHus.
Okono 50% BCex COCYAMCTLIX MOBPEXAEHUIA COCTABAAOT
apTepun rpyau n xueota. Kak npasunio, BOBNEKAKOTCA
apTepuu  cpeaHero Kanubpa. Yacto  KpOBOTEYEHMS
TPE6YIOT HEOTNOXHOIO XUPYPriveckoro BMELLATeNbCTBa.
OfHaKo TPYAHOCTb 3aK/4aeTes B TOM, YTO CaMo XMpyp-
rM4ecKoe BMeLIaTeNlbCTBO MOXXET NPUBECTU K MAaCCUBHbBIM
neTanbHbIM KPOBOTEYEHUAM W3 ApYrux apTepuin. Bosne-
YEeHUEe apTepuii BEPXHNUX N HMKHUX KOHEYHOCTEN COCTaB-
nseT 0Kono 25% cpenmn pasnuyHbIX COCYAUCTLIX OCOX-
HEHWA Y MAuWeHTOB C BACKYNAPHbIM TUMOM CHHAPOMA
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AKYIITEPCTBO « THMHEKOAOI'MA « PEITPOAYKIIUNA

dnepca-[anno. Pa3pbiBbl apTepuil B aHaTOMUYECKU
3aKpPbITbIX MPOCTPAHCTBAX NPWUBOAAT K 06pa30BaHUI0
O6LUMPHBIX FEMATOM W YacTO 3aKaH4YMBAKOTCS NETanbHO.
MpeanoyTuTENbHLIM ABNSAETCA NUTUPOBAHWE apTEpUn,
TaK Kak 60/1ee CNOXHbIE XMPYPrUYECKMe MaHMNynsauum
MOrYyT TNPWUBECTM K JaNbHEALINM  NOBPEXAEHUAM
[16,20,40].

3anoao3puTh COCYAUCTbIA TUN CUMHApPOMA Jdnepca-
[laHno cneayeTt Npum HaNW4YU MHCYNLTOB FONOBHOMO MO3ra
B Bo3pacTte 10 40 neT y nauneHTKN unn ee GumKanLLmnx
POACTBEHHUKOB. OgHUM M3 Haubonee 4acTbIX NposBie-
HUA CO CTOPOHbI COCYA0B FONIOBHOrO MO3ra y 60MbHbIX
CUHAPOMOM 3nepca-[laHno ABNAOTCHS KapOTMAHO-KaBep-
HO3Hble DUCTYbI.

YacToTa BHYTPU4EPEnHbIX KPOBONINUSHNIA Y BOMbHbIX
¢ cuHapomom dnepca-faHno coctaBnseT okono 4%. B
MONIOBMHE CNy4aeB NPOUCXOANT Pa3pbIB paHee CyLLeCTBO-
BaBLLINX aHEBPU3M. Kak MOXXHO 6011ee paHHee YCTaHOBME-
HUE AMarHo3ay Takux NaLueHToB UMEET NepBOCTENEHHYIO
BXHOCTb [N Bbl6Opa TakTUKKU JafibHedwwero o6cneno-
BaHWS 1 XMPYPruyeckoro BMeLlarenscraa [16,39,40].

MockonbKy konnareH Il Tna sBnseTcs OAHUM U3
OCHOBHbIX KOMMOHEHTOB CTeHOK XKKT, y nauueHToB C
cuHapomom 3nepca-[laHno yacto BCTpeyaeTcsa nepdopa-
LMA KULIEYHUKA. J1eTanbHOCTb OT nepdpopaunn Kuiiey-
HUKA Y NALMEHTOB C CMHAPOMOM 3nepca-[aHno oTHOCK-
TeNbHO HW3Ka 1 COCTaBNSET 0KOMOo 2%.

JudhdepeHumanbHblil - auarHo3  CocyaucToro Tuna
CuHApoma Anepca-[aHno B nepsyl0 04vepeap cnemyet
NPOBOAUTL C PA3NNYHBIMU HAPYLLEHUAMM CUCTEMbI FEMO-
cTaza. YacTo CUHAPOM SBNAETCH OMArHO30M MCKIHOYe-
HUS, TO €CTb YCTAHABNWBAETC MOCNE MCKMHYeHUs
BCEBO3MOXHbIX [e(DEKTOB CBEPThIBAIOLLEH CUCTEMb
KpoBU. Kpome TOro, Heo6xonumo LudddepeHumpoBaTh
CUHAPOM Anepca-[aHno ¢ Apyrumn BUAAMM BPOXKAEHHbIX
3260M16BaHNIA COBAUHUTENLHOI TKAHW, B 4ACTHOCTW C
cungpomom Mapdpana [40].

MonekynspHas  AMarHocTMka COCYAMCTOro  Tuna
CuHApoMa dnepca-[aHno OCHOBaHa Ha OnpeneneHun
MapKepoB NoNMMOpU3Ma B NIOKYCe reHa, pacronoXeH-
HOr0 B ANIMHHOM Nieye 2-i Xpomocombl (2924.3-g31)
kogupytowero Il Tun konnarena (COL3A1). AHanus aToi
nocnefoBaTesbHOCTU  MO3BONSAET  MAEHTUNUMPOBATbL
FEHHbIE AHOManuW W NEXWUT B OCHOBE TEHETUYECKOro
KOHCYNbTMPOBAHMS M NPeHaTanbHON AUArHOCTUKN 3a60-
nesanusa. OfHaKo [AaHHOE WCCRefoBaHWe NpoOBOAUTCA
NULWb B OrPaHNYeHHoM Yucne nabopartopuii [16,18,40].

B 4em ocobeHHOCTH BeieHNs GepeMEeHHbIX
¢ cuHgpomom Inepca-anno?

[Mpn nnaHmMpoBaHuM GEPEMEHHOCTM Yy OONbHLIX C
CuHApomom 3nepca-faHno cnegyeT y4uTbiBaTb MOATAN
CUHAPOMA W MpUCYLLNE eMY OCIIOXHEHUA, @ TaKXKe PUCK
nepegayu 3abonesaHus nnofy (Tun HacneposaHus). B
CBS31 C ayTOCOMHO-A0MMUHAHTHBIM TUMOM Hacyef0BaHus
PUCK Mepefayl BacKynspHOro Tuna cuHapoma 3nepca-
[aHno nnogy npu Hanuyum 3a60neBaHns y OJHOTO W3
poautenen coctasnsfet 50%, N03TOMy Ha aTane niaHupo-

BaHWA  GEpemMeHHOCTM  HeobXOAMMO  TeHeTMYecKoe
KOHCYNbTMPOBaHWe. BepeMeHHOCTb Y NALNEHTOK C COCY-
ANCTbIM BapyuaHTOM CUHApoOMA Anepca-LaHno cBs3aHa ¢
BbICOKMM PUCKOM paspbiBa apTepuin pasnuyHoro Kamu-
6pa, a CnepoBaTesibHO, MACCHBHbIX KPOBOTEYEHUN,
KPOBOW3NUSAHWIA 1 WHCYNbTOB. Hawbonee onacHbiM B
nnaHe COCYAWUCTbIX OCNOXHEHUA SBNAETCA NOCHEAHNIA
TpumecTp 6epeMeHHOCTW. bonbluylo npobnemy npeg-
CTaBJIAET TakXKe BHe3anHblil pa3pbIB MaTku. MatepuHckas
NeTanbHOCTb NpW cuHApome 3nepca-[aHno cocTaBnser
M0 AaHHbIM pa3HblX aBTopoB 0T 10 00 25%. Puck ocnox-
HEHWUIM TaKXXe Ype3Bbl4aiHO BbICOK BO BPEMSs POAOB M B
paHHeM NocfepoAoBOM Nepuoae. Y Takmx XXeHLLWMH 4acTo
Ha6I0AATCA MACCUBHbIE paHHWE NOCNEPOOBbLIE KPOBO-
TEYEHUS, B OCHOBE KOTOPbIX NIEXMT HapylleHne CTpyK-
TYpbl CMMPA/IbHbIX apTepuin  MaTku. EAMHCTBEHHbIM
CNoCco60M OCTaHOBKM MOA06GHLIX KDOBOTEHEHMWI ABNIAETCS
TUCTEPIKTOMUS.

Ina BbigBNEeHWs nepefayn 3aboneBaHus nnomy
MCNOJIb3YETCA TEHETNYECKUIA aHann3 myTaumn. TeopeTu-
4eCKW NnpeHatanbHas LMarHoCThKa BO3MOXHA, OLHAKO B
CBA3M C BLICOKMM PUCKOM NMPOBELEHUA CaMoil npoLeaypbl
QNS MaTepun ee NPUMEHEHUe OrpaHnyeHo.

Bonpoc 0 popopaspelleHnn 6epemMeHHbIX C CUHAPO-
mom dnepca-[anno aBnsetca auckyTabenbHbIM. G 0HON
CTOPOHbI, NIAHOBOE KECAPEBO CE4eHIE NMO3BOSIAET YMEHb-
WNATb PWUCK OCNTOXHEHWUA, CBA3AHHLIX C (DU3NYECKON
Harpy3koi B pofax (paspbiBbl COCYAOB, WHCYNbTbI) U
MaTOYHbIMWU COKPALLEHUAMMN (Pa3pblB MaTKK), a Takxe
06ecneynTb NyYllniA KOHTponb remocTtasa. G apyroi —
nto60e XMPYpru4eckoe BMELLATENIbCTBO Y TAKMX B0MbHbIX
CONPSKEHO C BbICOKUM PUCKOM MOBPEXAEHUS COCYAO0B U
MaCCMBHOIO KPOBOTEYEHWS, @ TaKXe OCIIOXHEHWAMU
nocsieonepauyoHHOro nepuoa B CBA3M C NI0X0N 3aXKMB-
NSEMOCTbIO paH M (DOPMUPOBAHUEM HEMONHOLIEHHOTO
pybua. Bce e, no AaHHbIM nuTepatypbl, 60MbLLUUHCTBO
aBTOPOB OTAAIOT MPEANOYTEHWE Onepauun Kecapesa
ceveHus. [nnTenbHOCTL NOCeonepauyoHHOro Habnae-
HUA B 9TOM CNyvae A0/MKHA ObiTb YBENNYEHA B CBA3W C
BO3MOXXHBIMI OCNOXHEHUAMMN.

Bpo:xaeHHasa reMopparudeckast
TeJE€aHTHO0dKTA3uA (CHHApPOM Penparo-
Ociepa-BeGepa): maroreHes, KIMHHYECKHE
MPOABJIECHIA, JHATHOCTHKA, 0OCOOEHHOCTH
TeYEeHU 3200/I€BAaHHUA Y O€pEeMEHHBIX
BpoxaeHHas remopparuyeckas TeneaHrnoaKTasus
(cuHppom Penpro-Ocnepa-Be6epa) npeacrasnser co6oil
rpynny ayToCOMHO-A0OMWUHAHTHbIX 3a60neBaHuid. Pacnpo-
CTPaHEHHOCTb 3a60MeBaHWS, N0 Pa3NUYHbIM [AHHbIM,
coctasnset ot 5 go 8 Ha 1000 naceneHus [7,8,24,26,49].
Boigensior fse dopmbl cuHgpoma Penpro-Ocnepa
(HHT 1 n HHT 2), B 3aBUCMMOCTM OT MyTauuu B reHe
anponruHa (9-a xpomocoma) wnu ALK-1 (12-a xpomo-
coMa). 3T reHbl 0TBEYAOT 32 CUHTE3 PELIENTOPOB K TPaH-
cdhopmupytowemy aktopy pocta S (TGF-5) n akTuBmHy
Ha 3HOOTeNNUM cocynos. Mpn HegocTaTke UK N3MEHEHUM
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Pucynok 1. Vi3meHeHHe CTPYKTYpbI COCYA0B IIPU BPOXKAECHHON reMOparuueckoil TeleaHrHo9KTa3Hu.

Ha pucynke 1a nokazana cmpykmypa HeusMeHeHHbIX cocy008. B monwe oepmvl apmepuonvl (A) anacmamosupyom ¢ 6eHyiamu
(V) nocpedcmeom kanunnapos (C). Ha paspese cmpykmypa HOpManbHol ROCMKANULIAPHOU 6eHYIbL: npoceem éeHyvl (L) vicmaan

9HOOMENUATLHBIMU KlemxKamu, OKPYHCEHHbIMU 2-3 crosamu nepuyumoes.

Ha paunux cmaousx 3aboneeanus (pucyHox 18) npoucxooum ounamayus 8eHyi, 0OHAKO OHU 6Ce euje CéA3AHbl C APMePUaIbHbIM
PYCIIOM ROCPEOCME0M KANUMIAPOS. B nepusackynsapHom npocmpancmee noAIsAmes iumM@oyumet.

IIpu npoepecuposanuu menean2uosxmasuu (PUCYHOK 1¢) 6enyivl 3HAUUMENLHO YONUHAIOMCS, OULAMUPYIOMCSA, CIMAHOBAMCA U3BUMbBIMU.
Dopmupylomes HenocpedcmeeHHvle apmepuoo-6enyiApHble AHACTNOMO3bL (Kanuanapnoe pycio omcymemaeyen). Ilpoucxooum
UHUIEMPAYU NEPUBACKYIAPHO20 npocmpancmea aumpoyumamu. Cmenka cocyo0s 3HAUUMenbHO Ymonuaemcs (NOKa3aHo Ha
nonepeunom paspese) u cocmoum npumepno u3 11 cnoeg 2naokomviuieunvbix Kienox.

CTPYKTYPbl 3TWUX PEeLEenTOpOB MPOWUCXOANUT HapyLIeHWe
(hOpMUPOBAHUS 3NACTUYECKOTO U NAJKOMbILLIEYHOrO
KOMMOHEHTOB COCYAMCTON CTEHKM.

KakoBbl 0CHOBHbIE KNMHUYECKUE NPOABNEHNSA
cuHgpoma?

KnnHuyeckne NposiBNeHns HacneAcTBEHHOR remoppa-
TMYECKOM TeneaHrnoaKTasum CBA3aHbl C HapylleHUem
CTPYKTYpPbl CTEHKU COCYA0B (CM. puc. 1).

bonbLyto 0NacHOCTb NpU BPOXAEHHON reMopparuye-
CKOW TEeNeaHrnoakTasum npeacTaBisioT apTepuoBeHO3-
Hble Manbgpopmaumn B nerkux (PAVM - pulmonary
arteriovenous malformations). 370 npsiMble aHACTOMO3bI
MEeXAY Nero4HbIM apTepuanbHbiM U BEHO3HbIM PYCIIOM,
MUHYs Kanunnapsl [24,29,49].

CTeneHb BbIPDKEHHOCTU KIIMHWUYECKUX MPOSBIIEHUIA
3aBUCUT OT BENIMYMHbI LLIYHTA MEX[Y Nero4Hoi apTepuei
1 BeHOW. OCHOBHbIMM MeTOAamu AawarHoctuku PAVM
SIBNAOTCA PEHTrEeHONOrn4eckoe UCcneaoBaHue rpyaHoi
Knetku, metoamka co 100% Kucnopogom, KOHTpacTHas
axokapauorpadgusa, pPaaMoHYKNUAHOE WCCefoBaHue,
KOMMbIOTEpPHAA TOMOrpacms, MarHMTHO-Pe30HaHCHas
TomMorpadus, aHruorpadus neroyHon aptepumn. B ceasm
C TEM, 4TO BO BpeMSs 6EpEMEHHOCTU Y 60NbHbIX HACNEeACT-
BEHHOW TemMOpparn4eckom TefleaHrmoakTasmen pPesko
YBEIMYMBAETCA POCT NEr0YHbIX ManbGopMaLni, a TakxKe
PUCK BO3HMKHOBEHUS CBSA3AHHbLIX C 3TUM OC/IOXXHEHUIA,
CKPWHMHT B [aHHO rpynne 60NbHbIX ABNSETC 06513a-
TeNbHbIM. [1pK OTCYTCTBMM J1e4eHUs NeTaNbHOCTb Y 60/b-

HbIX C HaclieICTBEHHOI remMopparnyeckoil TeieaHrnoak-
Ta3neln M MeroyHbIMKU ManbopMaunsiMu  cocTaBnset
50% no cpaBHeHUD C 3% Y 6OMbHbIX, MOSYYNBLUNX
Kakyt-nn6o Tepanuio. OCHOBHbIM METOAOM NEYeHUs
ABNAETCA YPE3KOXKHAA 3MO0NN3aUMA NOL KOHTPONEM
auruorpadum nerovHom aprepum [41,49].

Y yactu 60nbHbIX ¢ cuHgpomom Penpio-Ocnepa o6Ha-
PYXKMBAIOTCS AedheKTbl B CUCTEME FeMOCTa3a — Hapylue-
HME (DYHKLUMUM TPOMOOLMTOB WU CMCTEMbI (hMOPUHONN3A.
MpumepHo y 50% 60/1bHbIX UMEETCA HEPE3KO BbIPAXKEH-
Hblit [BC-CMHAPOM, PeaKo NepexofsLnii B oynbMUHaH-
THYIO hopMmy.

Ha yem ocHoBaHa gnarHocTUKa CUHAPOMA
Penpto-Ocnepa?

[ns ctangapTu3aumm NoaxonoB K ANArHOCTUKE U LA
npefoTBpPALLEHNs ClyvyaeB runepanarHocTuKin cuHapoma
Penato-Ocnepa (BpOXXAEHHOI remopparnyeckomn Tenea-
TNO3KTa3umM) Ha nocnejHeM MeXXAyHapoLHOM KOHrpecce
B 2000 r. 6611 BbIpaboTaHbl CreaytoLe AnarHoctunye-
CKWe KpUTepmu HacneLCTBEHHON reMopparnyeckon Tene-
aHrnoakrasum (cm. Taon. 3) [8,24,26,47].

B 4eM 3akno4aloTcs OCHOBHbIE PUCKM NPU BEJEHUN
6epeMeHHOCTM Y NALMEHTOK C cCUHAPOMOM PeHpito-
Ocnepa?

bepeMeHHOCTb Y MauUMeHTOK C cuHapomom Penpto-
Ocnepa cBfidaHa C 4pe3BblYAAHO BbLICOKUM PUCKOM
0CNOXHEeHMI. Bonpoc 0 6epeMEHHOCTM JJOMKEH peLlaThes
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AKYIITEPCTBO « THMHEKOAOI'MA « PEITPOAYKIIUNA

1. CrioHTaHHbIE PeUnanNBUPYIOLNE HOCOBbIE KDOBOTEYEHNS

2. TefleaHrnosKkTasus B XapakTepHbIX MECTax
—ry6bl;
— CNuU3ncTas pra;
— nanbupl;
— CNU3ncTas Hoca.

3. BucuepanbHbie nposiBaeHns

— TeNaHrmoakTasum Ha cnuauctoin XKKT (npu Hanuyum unu oTCyTCTBUM KPOBOTEYEHUI);
— apTepuo-BeHO3HblE ManbopMaLK B NETKKX;

— apTepPMO-BEHO3HbIE Manb(OPMaLIMK B NEYeHMU;

— apTepno-BEHO3HbIE Manb(OPMALIMK B FOJIOBHOM MO3TE;

— apTepuo-BeHO3HbIE ManbOpMaLIMKA B CIUHHOM MO3TE.

4. Hannyne cpesav poLcTBEHHNKOB MEPBOI CTENEHU POACTBA JAHHOI0 3a60/16BaHNS (B COOTBETCTBUM C MEPEYNUCTIEHHBIMY BbILLIE KDUTEPUSAMMY)

[lMarHo3 BpOXXAEHHOM reMOpPPar4eckoil TeNeaHrnoaKTasnum siBRSETCS:
— IOCTOBEPHbIM, 8CT MMEETCSl, MO KpaiiHeit Mepe, TpU KpuTepus;
— BEPOSITHBIM UM BO3MOXHbIM, ECI UMEETCS [IBa KPUTEPUS;
— COMHUTESbHBIM, EC/IM UMEETCS OfUH KpUTEPUIA.

Bce NoTOMCTBO 60/1bHbIX HACNEACTBEHHO FEMOPPAryecKoii TeNneaHrmoakTasmen MMeeT NOTEHLNaNbHbIA PUCK MaHUdecTauum 3a60oneBa-

HuA B 60nee no3aHem Bo3pacte. [pn NoCTaHOBKe AMarHo3a cneayeT UCKKYUTL Aed)eKTbl remocTasa. Mpu Hannunm BucLEepanbHbIX NPOsiB-
NeHUI 3a6051eBaHNA Y AeTeil crieayeT TLaTeSIbHO NPOBEPUTb OCTalbHbIX Y71EHOB CeMbU. B ByayLeM, BEpOsTHee BCEro, KMHNYECKMIA anar-
HO3 B COOTBETCTBUM C BbILLENEPEYNUCTIEHHBIMN KPUTEPUAMU OYAET 3aMEHEH MOMEKYNSPHbIMU TECTaMU, KOTOPbIE CTAHYT 06LLEAOCTYNHbIMM.

Tadmuua 3. Kputepuu AnarHoCTUKY BPOXKJEHHON reMOopparuyeckoi Teneanrnoskraszuu mno Curacao.

WHOUBMAYANbHO B KQXA0M KOHKDPETHOM Cny4ae, 0[iHaKo
6naronpuATHbIA NCX0[ 6EPEMEHHOCTM CleayeT 0XuaaTb
NULLIL MPW NPaBUNbHOM €€ BeAEHWN, BKIIHOYaALOLLEM
CBOEBPEMEHHYI AWArHOCTMKY W Tepanuto OCNOXHEHWi
3a60neBaHmns. IMEOTCA MHOrOYUCNEHHbIE JaHHbIE O TOM,
YTO BO Bpems 6epeMeHHOCTU 3Ha4YUTeNIbHO YCUNUBAOTCA
HOCOBblE KPOBOTEYEHMA, TENAHrNO3KTa3nW Ha KOXe W
CNU3NCTbIX CTAHOBUTCS 6Onee BbipaXeHHbIMU. OAHaKo
HanbONbLUYD OMACHOCTb MNPeACTaBNAT OCIOXHEHUS,
CBSI3aHHbIE C HaNW4YMEM NEroYHbIX apTepUOBEHO3HbIX
mManbgopMauuin, B YaCTHOCTW MaCCWBHbIE JeroyHble
KposoTeyeHus [29,39,41,49].

I3ameHeHMe reMOANHAMUKA U TOPMOHANbLHOMO cTaTyca
6epeMeHHbIX MPUBOAAT K YXYALIEHWHO COCTOSIHUSA paHee
CYLLIECTBOBABLUMX ManbgopMaLyuin n pocTy HOBbIX. Yatle
NoJ06HbIE OCII0XHEHMS UMEIOT MEeCTO BO 2-3-M Tpume-
CTpax 6epeMeHHOCTH, KOraa yBenuyeHne o6bema LpKynu-
PYIOLLIEI KPOBU 1 CEPAEYHOro BbIGpOCA JOCTUTAOT MaKCU-
Myma. Kpome TOro, BbICOKWI A YPOBEHb MPOrecTepoHa BO
BpemMsi 6epeMeHHOCTI CNoco6CTBYET 0CabrieHnio CTeHOK
BEHO3HbIX COCY0B, YTO TaKXXe NPUBOANT K POCTY apTepuo-
BEHO3HbIX ManbgopmaLui. Bonpoc o npoBefieHnn am60-
N3aLmMK NeroYHbIX Manbgopmaumnin y 6epemMeHHbIX, cTpa-
AAOLLMX HAacNeACTBEHHOW reMopparm4eckoin TeneaHrnosk-
Taaueit, ABNseTca auckyTabensHsim [29,41,49].

Kakoii meTof pofjopa3peLueHusi noKa3aH nayueHTKkam
¢ cuigpomom Penpto-Ocnepa?

Ha aaHHbI MOMEHT He CYLLECTBYET YeTKUX PEeKOMEH-
Jauuin o Hambornee Lenecoo6pa3HoM MeTofe pofopaspe-
lWeHns 6GepeMeHHbIX € cuHapomom Penaro-Ocnepa.

OTCYTCTBYIOT MCCNEA0BaHNUS O CPABHUTENbHOM 6e30na-
CHOCTW KOHCEpBATUBHOrO W OMepaTUBHOrO POAOpPa3pe-
LeHns. B 60MblUMHCTBE HAOGMIOLEHUA PA3NINYHBIX aBTO-
pOB 6EPEMEHHOCTb Y XKEHWMH C CUMHAPOMOM PeHAlo-
Ocnepa 3aBepLuKnach NNaHOBbLIM UMW 3KCTPEHHBIM Keca-
peBbIM ceyeHuem. MNaHOBOE OnepaTWBHOE POAOPa3pe-
LIEeHNe, NO-BMAUMOMY, MOKA3aHO OepeMeHHbIM C
VMELWMMUCA NIErOYHbIMU NN LiepebpanbHbIMU Manb-
hopmaumamMm (Un NOLO3PeHNeM Ha WX Hanudue). B
CBA3M C BO3MOXXHbIMU apTEPNO-BEHO3HbIMU MaNbpopMa-
LMAMI CMIMHHOTO MO3ra Takum 6epeMeHHbIM He PEKOMEH-
JYeTcsa NpoBefieHmne anuaypanbHoil aHecTe3unu.

Takum o6pasom, Hambonee 6e30MaCHON CTpaTerven
AN KEHWMH C HacneACTBEHHOW reMopparnyeckon
TeneaHrnoakTasnein SBNAETCA NNaHNPoBaHWe 6epeMeH-
HOCTW C TLUATENbHLIM 06C/ef0oBaHNeM 40 GepeMeHHO-
CTW, B YaCTHOCTHW, HA NPeAMET Hann4usa apTepuoBeHO3-
HbIX ManbMopMaLuin B NErKNX 1 FOIOBHOM MO3re (aHT K-
orpacous, MPT, KT) n npu Heo6X0ANMOCTN UX XUPYPru-
YeCKOIl Koppekuueir. Kpome Toro, cnegyer y4uTbiBaTh,
4TO PUCK HacrepoBaHua 3abonesaHns pebGeHKOM
coctasnset 50%.

3axkIro4eHue

bepeMeHHOCTb Yy 60NbHBIX € ME3eHXUMAaNbHbIMN
ANCNNasnsmi CONpsKeHa ¢ BbICOKUM PUCKOM OCNOXHE-
HUA CO CTOPOHbI MaTepu W NNoja, B CBA3U C YeM Ans
YCMELIHOro Mcxoaa 6epeMEHHOCTW Y TakuX O0MbHbIX
CneflyeT  PEKOMEHA0BATb  MYNbTUANCLUNAMHAPHBINA
MoAxo/, a TaKXKe TLIATeNIbHOe AMHAMUYECcKOe Habnofae-
HUE C LUNPOKUM CNEKTPOM NabopaToOPHO-UHCTPYMEHTANb-
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HbIX MCCNeLOBaHNIA, Ha4MHaA C MOMEHTa NJIaHUPOBaHMS
6epemMeHHOCTM 1 3aKaH4MBas NoCcNepofoBbIM NEepUOLOM.
B CBA3N C BbICOKOI 4acTOTON 06HAPYXEHUS [edDEKTOB B
cucteme remoctasa 6epeMeHHbIM C ME3eHXMManbHbIMU
aucnnasusmi (cungpomamn MapdpaHa, 3nepca-[atno,
Pengto-Ocnepa) He06x0AUMO pasBepHYTOe remMocTasuo-
Nornyeckoe UccnefoBaHue B JUHaMUKe U andepeHum-
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