MEAULUHCKUA BECTHUK CEBEPHOTO KABKA3A
2016.T.11. N2 2. Bbin. 2

MEDICAL NEWS OF NORTH CAUCASUS
2016. Vol. 11. Iss. 2.2

38. Radonic T.,, de WitteP, Groenink M. Clin. Gen-
et. 2011;80(4):346-353. doi: 10.1111/j.1399-
0004.2011.01646.x.

39. Remvig L., Jensen D. V., Ward R. C. J. Rheuma-
tol. 2007;34(4):798-803.

40. Remvig L., Jensen D. V., Ward R. C. J. Rheuma-
tol. 2007;34(4):804-809.

41. Sandor G. G., Alghamdi M. H.,
J. Cardiol. 2015;179:470-475.
card.2014.11.082.

42. Simonsen E. B., Tegner H., Alkjer T. Clin. Biomech. (Bris-
tol, Avon). 2012;27(6):573-577. doi: 10.1016/j.clinbio-
mech.2012.01.008.

43. Smith T. 0., Jerman E., Easton V. Rheumatol.
Int. 2013;33(11):2709-2716. doi: 10.1007/s00296-013-
2790-4.

Raffin L. A. Int.
doi:  10.1016/j.ij-

CBeaeHus o6 astope:

44. Smith T. O., Easton V., Bacon H. Rheumatology (Ox-
ford). 2014;53(1):114-122. doi: 10.1093/rheumatology/
ket317.

45. TocchioniF., Ghionzoli M., Pepe G., Messineo A. J. Lapa-
roendosc. Adv. Surg. Tech. A. 2012;22(5):508-513. doi:
10.1089/1ap.2012.0009.

46. Wheeler J. B., Ikonomidis J. S., Jones J. A. Adv. Exp.
Med. Biol. 2014;802:107-127. doi: 10.1007/978-94-
007-7893-1_8.

47. Wilson B. T., Jensen S. A., McAnulty C. P. Am. J. Med.

Genet. A. 2013;161A(8);2047-2051. doi: 10.1002/
ajmg.a.36011.

48. ZuppiroliA., MoriF., Favilli S. /tal. Heart J. 2001;2(2):107-
114.

KnemeHoB Anekceil BUKTOPOBUY, JOKTOP MEAULMHCKUX HayK, AOLEHT, KOHCY/IbTaHT rOPOACKOW KAnHWYeckoi 6onbHMLbI N2 30;

Ten.: 89103899611; e-mail: klemenov_av@list.ru

© Konnektne aBTopos, 2016

YOK 616.12-007+618.3/.5-06-08-035

DOI - http://dx.doi.org/10.14300/mnnc.2016.11079
ISSN - 2073-8137

COBPEMEHHbBIE MOAXOAbI K BEAEHUIO BEPEMEHHOCTU U POAOB
Y NAUUEHTOK C CUHAPOMOM MAPPAHA

. U. Hevaesa, WU. B. Apyk, E. H. AormHoBaq, T. IO. CMoAbHOBA, M. U. LLynuHa,
. A. Buktoposa, A. A. CeMeHkuH, E. B. CemeHoBa

OMCKUI roCyAQPCTBEHHbIN MEAULLUHCKUIA YHUBEpPCUTET, Poccus

MODERN APPROACHES TO THE MANAGEMENT OF PREGNANCY
AND DELIVERY IN PATIENTS WITH MARFAN SYNDROME

Nechaeva G. ., Druk I. V., Loginova E. N., Smolnova T. Yu., Shupina M. |.,
Viktorova I. A., Semenkin A. A., Semenova E. V.

Omsk State Medical University, Russia

MpuBeneHbl COBPEMEHHbIE NPEACTABEHNS MO BeAeHMNIO 6€PEeMEHHOCTN 1 POLOB NPU OAHOM U3 BapUaHTOB and-
depeHunpoBaHHON AnCniasum CoeAnHNTENbHON TKaHn — cuHgpome MapdaHa.

KnoveBbie cnoBa: cuHApoMm MapgaHa, 6epeMeHHOCTb, POoab!

The review presents modern views on the management of pregnancy and childbirth with one variant of differenti-

ated connective tissue dysplasia — Marfan syndrome.
Key words: Marfan syndrome, pregnancy, childbirth

OCHOBHOW NMPUYNHON OCNOXHEHU TeyeHus Ge-

peMeHHOCTU BO BCEM MUpe, U onpeaesieHHbIN
BKJIa[, B 3TO BHOCAT HacJieACTBEHHbIe aopTonaTuu,
HanGosnee NoJIHO ONMUCaHHbIE NMPU U3BECTHbIX ANd-
depeHunpoBaHHbIX, CUHAPOMHbIX dopmMax gucnna-
3UKn coeanHUTEsNIbHOM TKaHu — cuHapome MapdaHna,
Anepca — Aauno n ap. [1-8, 11, 14, 15,17, 19, 21,
23]. Cunppom MapdaHa — ayTOCOMHO-A0OMUHAHTHOE
3abosieBaHMe U3 rpynnbl HACJeACTBEHHbIX MaToJIo-
rmii coeAuHUTENbHOM TKaHu (YacToTa BCTpeYyaemo-

Cepp.eqﬂo-cocyp,ucn:le 3a0oneBaHnNsa SABASIIOTCS

ctm — 1:10 000), accoummpoBaHHOe C MyTauUUaAMU
redHa FBN1, kogupylowero cuHtes pubpunnuia-1[1,
3,7,9, 14]. NopaxeHua aopTbl Npu cuHgpome Map-
¢daHa cBA3aHbl CO 3HAYUTEJIbHBIM PUCKOM Hebnaro-
MPUATHbBIX UCXOAO0B AJI1 MaTepu M NJaoaa BO Bpems
0epeMeHHOCTU U POAOB U3-3a BbICOKOI BEPOSATHOCTU
pasBUTUS PacCiIoeHUs aopTbl, ocobeHHo B Il Tpume-
cTpe 6epeMeHHOCTU U paHHEM MOC/IePOA0BOM Nepu-
ope [1-8,11,14,15,17, 19, 21, 23].

Bo Bpemsi 6epeMeHHOCTN PUCK Pa3BUTUSA OCJIOX-
HEHUN CO CTOPOHbI a0pTbl (HApaBHE C 3HOO0KAPAMUTOM,
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MUTPanNbHOM peryprutaumen, CynpaBeHTPUKYNSPHOMN
9KCTPaCUCTONIMEN U CepaeyHor HeaocTaTo4YHOCThIO)
onpenenseTcs auaMeTpOM BOCXOASLLEN aopThl 4O 3a-
yaTtusa [2, 3, 5, 7-9, 11, 12, 16]. AnameTp aopTbl 24,0 c™m
(BBICOKMN PUCK) CHUTAETCS OTHOCUTESNIbHbIM MPOTUBO-
nokasaHuem Kk 6epeMeHHOCTM npu cuHapome MapdaHa
(cnepyeT y4uTbiBaTb OTSAMOLWLEHHbIM HACNeOCTBEHHbIN
aHaMHe3, a Takxke CKOPOCTb MPOrpeccnpoBaHns gunaTa-
LMW aopThbl); anbTepHaATMBOM SBNSIETCA NPOTE3NPOBaHME
BOCXOASLLEN aopTbl A0 6epeMeHHocTU [7]. o AaHHbIM
psga aBTOpPOB, Y NALMEHTOK C AnaMeTpoM aopTbl 24,0 cMm
MOryT pa3BuBaTbCA ONACHbIE AJS XU3HWU paccnoeHne
WM paspbiB aopTbl, HEPeOKOo Tpebylolime xmpypruye-
CKOro BMeLllaTeNbcTBa BO BpemMst 6epeMeHHoCcTu [6-8,
18, 20]. AnameTp aopTbl 24,5 cm B Hayane 6epemMeHHo-
CTU WM Xe NPOrpecCMBHOE paclUMpeHmEe KOPHS aopThbl
>5 Mm/rog o0ycnoBnAnBaeT O4eHb BbICOKUM PUCK Pa3Bu-
TUSI OCJNIOXXHEHWNIA B TPETbEM TPUMECTPE BEPEMEHHOCTN,
BO BPEMS POAOB W B PaHHEM MOCNEPOAOBOM Mepunoae
(mo 10 %) [7, 12, 16, 19]. Hannyne B aHamMmHe3e paccro-
€HMS aopTbl AN NPoduUnakTn4eckoe NPoTe3rpoBaHne
KOPHS 20PTbl 0 6€pPEMEHHOCTM TakXe ABNATCS pakTo-
pamMu pucka pa3BUTUS OCJIOXHEHUIA CO CTOPOHbLI a0PThbI
BO BpeMs 6epeMeHHOCTU. Y naumMeHToK C CMHAPOMOM
Mapdana n gnametpom aopTbl <4,0 CM pUCK pasBUTUSA
OCJIOXXHEHUI CO CTOPOHbI 20PTbl 3HAYUTESIbBHO HUXE — He
6onee 1 % (HU3KNI N yMePEHHbIN puck) [7, 12, 16].

BcemupHoi opraHnsauveri sgpaBooxpaHeHus Gbina
npeanoxeHa «MoguduumpoBaHHasa knaccudukaums
MaTepPUHCKOro pucka BO BpemMsi 6epemMeHHOCTU», CO-
rMacHO KOTOPOM XeHLMHbI ¢ cuHapoMmoM MapdaHa 6e3
aunataummn aopTbl umetoT puck /Il B 3aBucuMocTn ot
CONYTCTBYIOLLEN NATONOMMN (HN3KUIA PUCK MATEPUHCKOMN
CMEPTHOCTUN N YMEPEHHbI — 3a60/1€BaeMOCTU/ BbICOKUI
PUCK MaTEPUHCKON CMEPTHOCTU U 3HAYUTESIbHbIA — 3a-
6onesaemMocTun); pacwumpeHue aopTbl 4,0-4,5 cm co-
oTBeTCcTBYET pucky Il (BbICOKMA PUCK MaTEPUHCKOMN
CMEPTHOCTU N 3HAYUTENbHBIN — 3a601eBaeMocTn); pac-
wmnpeHne aopTol >4,5 cM COOTBETCTBYET pUcky IV (04eHb
BbICOKNI PUCK MATEPUHCKON CMEPTHOCTU N 3HAYUTENb-
HbIli — 3aboneBaemocTu) [2, 5, 11, 15]. XoTenock Obl OT-
MEeTUTb, YTO PUCK PACCIOEHMS 1 Pa3pbiBa a0PTbl MPUCYLL,
BCEM XEeHLMHam npu cuHgpome MapdaHna, gaxe Tem,
KOMY NPOBEAEHO OnepaTMBHOE NMPOTE3NPOBAHNE A0PThI
no 6epemeHHocTn. Kpome TOro, He cyuiectsyeT abco-
NIOTHO 6€30MacHOro AMameTpa aopThl B NMJiaHe NPOrHo-
31POBaHNSA PACCNIOEHNS, KOTOPOE BO3MOXHO Npu toOoMm
MCXOOHOM auameTpe aopThl [23].

[MoBbILWEHHbI PUCK PA3BUTUS OCNIOXHEHWIA CO CTOPO-
Hbl 20PThl NpU cnHapomMme MapdaHa CBa3aH Kak C ropmMo-
HaNbHbIMW, TaK N C FTEMOAMHAMUYECKMMU N3MEHEHNAMU
BO BpemMsi 6epeMeHHOCTU, NPUBOASLLMMU K TMNepPBOJSie-
MWW 1 TUNEPKUHETUYECKOMY TUMy KpoBooOpalleHus [2,
5, 11, 15]. bnarogaps yBeNMYEHMIO YaCTOTbl CEPAEYHbIX
cokpauieHmnn (HCC) u ymapHoro obbema, cepaeyHbii
BbIGPOC MOCTENEHHO MOBLILIAETCS U NEPEXOAMT B NiaTo
npuMepHo Ha 32-i Hepene 6epemMeHHOCTM — Ha 30-50 %
BbllLE TAaKOBOrO YPOBHS Yy HeOEpeMEHHbIX. TN name-
HEHUs MOMyT YBENMYMBATb HArpy3ky Ha apTepuasbHyto
CTEHKY 1 YCUNMBATb 3HO0TENMANbHYIO ANCHYHKLMIO, KO-
TOpble CNOCOOCTBYIOT MPOrPeECCUPOBAHMIO AunaTaumm
BOCXOASLLEro OTAeNna aopThbl U MOBLILLIEHHOMY PUCKY ee
paccnoeHuss unm paspbiea. [OpMOHanbHblE N3MEHEHUS
npu 6epeMeHHOCTN TakXe MOryT NPUBECTU K TMCTONO-
rMYeckMM U3MEHEHUSIM B a0pTe, YBENNYMBAsS PUCK pa3-
BUTUSI OCJIOXHEHWI. [laxe y 300pOBbIX GepeMeHHbIX
BO3MOXHO pacCLUMpeEHNEe KOPHS aopTbl, KOTOPOE YyCUIN-
BaeTcs B TedeHue lll TpumecTpa n octaeTcs yBenmyeH-
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HbIM B cpegHeM Ha 1 MM 00 6 Hegenb nocne poaos [2, 5,
7,11, 15].

B pspoe peTtpocnekTUBHbIX MCCnenoBaHWi, MOMUMO
pa3BuTua cepbe3Hbix CCO Bo Bpemsi 6epeMeHHOCTU U
poOoB, y NaUMEHTOK C cuHapomMomM MapdaHa oTMeY€eHbI
Takune akyLepCcKne OCNOXKHEHUS, KaK: MPeXaAeBpPEMEHHbIE
poabl, MOCNEepodOBOE KPOBOTEYEHME, MPEXOEBPEMEH-
Hbli paspblB MAOAHLIX 060N04eK, UCTMUKO-LEPBUKATIb-
Has HeAOCTaTOYHOCTb, YBEIMYEHNE YMCNa ONEPaTUBHOIO
poaopa3speLueHus, 6osiee 4YacToe BbiIBNIEHWE CUHOpPOMA
3a4epXKn pocTa Mnoaa, yBelnmyeHue nepuHaTanbHOM U
HeoHaTanbHOM cMepTHOCTU [4, 7, 8, 12, 14, 16].

KoHcynbTupoBaHue 0o 6epeMeHHOCTH

YunTbiBasgs ayTOCOMHO-OOMMWHAHTHbBIN TUMN Hacneno-
BaHWs 3a60neBaHus, BCe XEHLLNHbI C cuHapomMoM Map-
daHa, gocTuralwme oeTopogHOro Bo3pacTta, A0IKHbI
ObITb MPOKOHCY/ILTMPOBAaHbI KAPANOIOrOM N FTEHETUKOM
B OTHOLLUEHUN PUCKA PA3BUTUS OCIIOXXHEHUI CO CTOPOHBDI
aopTbl BO BpeMsi 6E@pEMEHHOCTM U O pUCKe HacnenoBa-
HUS naTonorum aopThbl y pebeHka (50 % no 3akoHy MeH-
nens) [1, 3, 7, 19, 20]. AnbTepHaTnBbl 6EPEMEHHOCTH,
Takme Kak YCbIHOBJSIEHME WM CyppoOratHoe MaTepuH-
CTBO, Takxe crnenyet o6CyanTb C XEHLUMHAMU rpynmnbl
BbICOKOro pucka (guameTp aoptbl >4,0 cm). Ecnu 6e-
PEMEHHOCTb YXe HacTynuna, cleayet pacCMOTPETb
BOMPOC O MNpepbiBaHUN BepeMeHHOCTU, 0COOEHHO npu
O4Y€Hb BbICOKOM PUCKE PasBUTUS pacLUMpPEeHus U pac-
CJI0EHNS aopThl [7].

PaHee, B 2006-2008 rogax, AMepukaHckasi Kose-
rmsa KapaumonoroB 1 AMepuKaHckas accouuauns cepa-
La pekoMeHOOoBasn NPOBOAUTL C KaXOO0M XEHLLMHON C
cuHgpomoM MapdaHa 6eceny B OTHOLIEHUM OTKa3a OT
6epeMeHHOCTM BBUAY BbICOKOrO pucka pas3BUTUS OC-
JIOXKHEHUIN CO CTOPOHbI aopThbl. HO B HacTosuee Bpems
cTapatoTcs naberatb NoA06HOM TaKTUKN U NMPOCTO UH-
dopMMpPOoBaTh XEHLLMHY O BO3MOXHbIX MCxonax Gepe-
MEHHOCTU, Kak B OTHOLLIEHUM MaTepu, Tak u nnoaa [7, 12,
16].

Ecnn 6epeMeHHOCTb HexenartesibHa, TO CTOUT OaTb
COOTBETCTBYIOLLME PEKOMEHAALUMN OTHOCUTESNIbHO KOH-
Tpauenuuu, 4ToObl MUHUMU3UPOBATL BEPOATHOCTb HE-
3annaHupoBaHHol GepemeHHocTn [2, 5, 7, 11, 15].
B uenom KoHCcynbTMpoBaHMe 40 3a4aTus AOSKHO Y4UTbI-
BATb PUCKN HEGNArONPUATHBLIX UCXO40B OEPEMEHHOCTU U
pa3BUTUE CEPAEYHO-COCYANCTbLIX COOLITUM, KPDOME TOrO,
B aKyLLUEepCKMX LLeHTpax AOJIKHbl OblTb PACCMOTPEHbI U
Yy4TEHblI BCE BO3MOXHbIE OCJIOXXHEHUSA MPU poaopaspe-
LWEHWN XEHLWVH ¢ cnHgpomom MapdaHna [15].

BepneHue 6epeMeHHOCTU

MpennoyTuTenbHbIM MeToaoM 06cnenoBaHUs cep-
[EYHO-COCYyOMUCTON CUCTEMBbI C OLEHKOW AMaMETPOB
BOCXOSLLEN N HACXOOSALLEN aopThl, CEPOAEYHON N KNna-
NaHHOM DYHKUNM ABASETCSH TpaHcTopakasibHas axokap-
auorpadusa ¢ uenblo oueHkn pucka passutusa CCO Bo
BpeMsa 6epeMeHHOCTM 1 onpeaeneHns rnokalaHuin ong
NaaHOBOrro XMPYpPruyeckoro BMewartenscrea [2, 5,7, 11,
15]. bepeMeHHble XeHLMHbI ¢ cMHapomomMm MapdaHa un
[0Ka3aHHbIMU NU3MEHEHUSMN a0PTbl AOMKHbI MPOXOAUTb
eXeMeCsa4HO UM pas B ABa Mecsua axokapaunorpadu-
4eckoe N3MEpPEHME Pa3MEPOB BOCXOASLLEN a0PThbl, AaXe
ecnu oo 6epeMeHHOCTN 3TOT pa3mep He npeBbiwan 4
cMm. Kpome TOro, Heo6xoOoum exefOHEBHbIA KOHTPOJb
YCC n aptepuanbHoro gasnenusa (AQ) [7, 8, 12, 16, 18].
Opyrne metogbl BU3yanm3auum 1 MOHUTOPUHIa pasme-
POB a0pPThbl BKJIIOHAIOT MAarHUTHO-PE30HAHCHY TOMOrpa-
dunio (MPT), komnbioTepHyto Tomorpaduio (KT) v TpaHc-
a3o0dareanbHylo axokapguorpadouio [2, 5, 7, 11, 15].
Mexnay Tem ucnonb3osaHue KT Bo BpeMs 6epeMeHHOCTU
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OFpaHNYeHO, KaK 1 KOHTPaCcTUpPOBaHWE ragonvHmemM npu
MPT, nOCKONbKY ragofIMHUN NPOHNKAET Yepead nnaLeHTy
1 ero oTaaneHHble N0OoUYHbIE 9P DEKTDI ELLLE HE N3YYEHDI,
a nposeneHue KT nogsepraetr matb U MaoL NOHU3UPY-
lowemy mnsnyderuio [7, 23]. Mpu HegocTaTtoyHO MHPOP-
MaTMBHOM TPaHCTOPaKaibHOM BU3yann3aumm namn pucke
pasBUTUS aHEBPU3MbI HUCXOASALLEN Unn GPIOLLHON aop-
Tbl NpeanoYTuTensHo nposegeHne MPT 6e3 ragonmHus
[2,5, 7, 15]. OueHka aHaMHe3a, B TOM YMCJIe CEMENHOrO,
Takke BaxHa Ons onpeaefieHns AanbHenwen TakTukm
BeaeHua naumeHTku [19, 20].

BepemMeHHble XeHWWHbl ¢ cuHgpomom MapdaHa
M OYeHb BbICOKMM PUCKOM Pa3BUTUSA OCJIOKHEHUIN CO
CTOPOHbI aopThbl (AnameTp >5 CcM) NpeacTaBnsalT CO-
OO cepbes3Hylo KMHU4YecKkyilo npobnemy. YunTbiBas
YHUKAJIbHYIO MPUpOoay Kaxnoro KJAMHMYEeCKOro ciy4as,
naumMeHTKaM nokasaH CTPOro MHAMBUAYASIbHBIA MYbTU-
ONCUMNAMHAPHbBIA NOAX0A4, BK/OYaKWMA COBMECTHOE
HabnogeHe nepuHartonora, kKapauonora, Kapamoxu-
pypra, akyuepa-rmHekosiora u aHectesuonora. Ecnu
nauyeHTKa He XenaeT npepbiBaTb 6EPeMEHHOCTb, el Ya-
cTO TpebyeTcs NOCTEesbHbBIA PEXUM B TedeHne Bcen be-
PEMEHHOCTU, a TakXke NOCTOSAHHbIN KOHTPOJIb 3a COCTOS-
HYEM CepPLEYHO-COCYANCTOM CUCTEMBI MPU COBMECTHOM
BeAEHUN C aKyLLepOM-ruHekonorom [7, 15].

MepaukameHTO3Hasa Tepanus

MeaonkameHTO3Hasa Tepanusa BO BpeMs 6epemMeHHOo-
CTM NOKa3aHa BCeM naumeHTkam ¢ cuHgpomom MapdaHa
ONS1 CHMXKEHUSI PUCKOB, CBSI3AHHbBIX C MPOrpecCcupoBaHn-
€M pacLUMpPEeHnss U pacciioeHns CTeHKU aopTbl. lMpe-
napatamuv NepBoOl JIMHUN CYUTAKOTCS CENEKTUBHbIE Oe-
Ta-aApeHob10KaTopPbl, KOTOPbIE AOCTOBEPHO CHMXAKOT
CKOPOCTb AMnataumm aopTbl U YydLIAOT BbIXXKMBAEMOCTb
y HebepeMeHHbIX B3POC/bIX MALUNEHTOB C CUHOPOMOM
Mapdana [2, 5, 7, 11, 13, 15, 18]. HagdHauyeHnsa ateHo-
nona, nponpaHosiona Bo BpemMs 6EpPEMEHHOCTU creayeT
n3beraTb, MNOCKOJIbKY OHM OTHOCATCA K kKateropuu D (no
knaccuukaumm FDA) n3-3a BbICOKOro pucka BAUSHUSA
Ha nnoga [2,7,12, 13, 15, 16, 23].

Kpome Toro, cywecTtsyeT npsmMas 3aBUCUMOCTb MEX-
Ay nosbieHnem AL 1 nporpeccrupoBaHNEM PACCNOEHUS
aopTbl. B CBA3KM C 3TMM nokasaH NOCTOAHHbIM KOHTPOb
AL (uenesoe cuctonmnyeckoe AL meHee 140 mm pT. CT.,
anactonuyeckoe — meHee 90 mm pT. ¢T). OnTMManbHO
CYyTO4HOE MOHUTOpMpOBaHue ALl nepen Ha3HA4YeHUEM
aHTUrMNepTeH3nBHOM Tepanuu [2, 5, 7, 11, 13, 15, 18,
23]. HemeaukameHTO3Has Tepanusa nosbilleHnsa ALl 3a-
K/II0HaeTCs B OrpPaHnNYeHnn npuemMa Conm 1 XXnakocTtun [2,
5, 11, 15, 23]. B nocnenHee BpeMs nony4eHo Bce 60Jib-
e NONOXUTEeNbHbIX Pe3y/bTaToB, CBUAETENbCTBYIOLLNX
06 3dPEKTUBHOCTN NHTMOUTOPOB aHIMOTEH3UHIMPEBPA-
wiatoulero depmMeHTa 1 6,10KkaTOPOB PELENTOPOB K aHMM-
OTEH3VHY B OTHOLUEHMW NPEeAOoTBPALLEHNS paCLLUNPEHUs
aopTbl Npu cuHapome MapdaHa. OgHako Mcnosb3oBa-
HVE 3TUX NMpenapaToB BO BpeMs 6€peMeHHOCTU NPOoTU-
BOMOKA3aHO B CBA3M C UX TepaToreHHbiM apdekTom. Mo
3TOM MPUYMHE MPU PasBUTUN BEPEMEHHOCTM MOKa3aH
nepeBo, MauMEHTOK Ha CeNekTUBHble 6eTa-aapeHo-
6nokaTopsl [7]. N xoTa meTa-aHanu3 2007 roga npoae-
MOHCTPMpPOBaN OTCYTCTBME MONOXUTENbHOro addekTa
OeTa-afpeHO60KaTOPOB Ha MPOrpeccupoBaHne yBe-
NM4eHnsa anamMeTpa aopThl, pe3ybTaThl HEAABHO NPOBE-
OEHHbIX UCCNea0BaHNN AEMOHCTPUPYIOT, YTO OTCYTCTBME
Tepanun 3Tol rpynnon npenapaToB BO BPeEMS BeEpeMEH-
HOCTM COMPOBOXAAETCS NMPOrPeCCUBHbLIM PACLUMPEHNEM
aoptbl [9, 13]. N3-3a pucka pasBUTUSA OCJIOXHEHUI CO
CTOPOHbI a0PThbl B NOCNEPOA0BLIA Nepruos, MeankaMmeH-
TO3Has Tepanus OoskHa OblTb MPOAOJSIKEHA B TeYeHue

KaK MUHUMYM 3 MECSILEB MOCNe POLOB C AANbHENLINM
MPOJIOHITMPOBAHMEM MPU HANMYUN NHOVUBUAYANbHbBIX MNO-
KasaHum [7].

Poabi

BepneHne poaoB y XeHWuH ¢ cuHgpomom MapdaHa
1 aunaTtaumen aopThbl AOJIKHO OblTb COCPEAOTOYEHO Ha
CHUXEHUN OAaBNIEHNSA HAa CTEHKY a0OpTbl AN NPpoduUnakTum-
K1 ee pacclioeHuns, 4To Bkto4aeT B cebsi, B MEPBYIO o4ve-
penpb, NpenoTepalleHne peskux konebanuin AL [2, 3, 5,
7,11, 15].

Cpok 1 crnocob poaopaspelleHns OoMKHbl OblTb 3a-
naaHMPOBaHbl 3apaHee N OCHOBLIBATLCS HA CTENEHU pac-
LIMPEHNS a0PThbl, HANYNN NN OTCYTCTBUMN CEPLEYHON
HEeAO0CTAaTOYHOCTU, a NPU €€ HAIMYUN — OLLEHKU DYHKLNO-
HaNbHOrO KNnacca. Y XeHLWH C HU3KUM U YMEPEHHbIM pPU-
CKOM pPasBUTUSA OCNOXHEHUN (AnameTtp aopTtbl <4,0 cm)
BO3MOXHO NPOBeAEHNE POJOB Yepe3 eCTECTBEHHbIE PO-
noBble nytu. MNMpn 3TOM pekoMeHayeTcs anuaypanbHas
aHecTe3usi, Ha BOKy, BO M36eXaHNe OKKII3UM HUXHEN
MoJIOM BEHbI U CYLLECTBEHHbIX Nnepenanos AL BO Bpems
CxBaTok [4, 7]. BO3MOXHO MUCMONIb30BaHNE aKyLLEePCKUX
LMMLOB UM BAKYyM-9KCTPaKTOpa A CHUXEHUSI FEMO-
ONHAMMYECKOro CTpecca, CBA3aHHOMO CO BTOPbIM Nepu-
ogom pogoB [7]. Mexay TemM pernoHapHas aHecTe3us
MOXeT OblTb TEXHUYECKUN CNTOXHA Y NaLMEHTOK CO CKOJ-
030M. CyLecTBYIOT CBMAETENbCTBA O HEYAA4YHOW annay-
panbHol aHecTe3un npu cuHgpome Mapdana, 4To 06y-
C/TOB/IEHO pacLUMpPEeHneM TBepPAON MO3roBo 060104KH,
CHMXEHMEM KOHLUeHTpaumn aHectetuka [4, 7]. Kpome
TOro, CMMMNAT3KTOMUS 13-3a HelpoakcuasnbHoM Broka-
Obl MOXET CYLLECTBEHHO 3aTPYAHUTb PeaHMMaLNOHHbIE
MeponpuaTUa B Cilydae pa3BUTUSA OCTPOro pacCiioeHus
aopTsl [7].

[Mpn BbLICOKOM pUCKE pPa3BUTUS OCNOXHEeHWNn (oua-
MeTp aopThl >4,0 cM) NoKa3aHO KecapeBO cedyeHme nog,
obuweirt aHecTeanei. MpenmyllecTea obueit aHecTe3nn
BKJIIOYHAIOT 3aWMTy OblXaTefbHbIX NYTEW, a TakkKe CHU-
XEeHue pucka reMoanHaMmn4eCckmnx CABUIrOB Mpu UCMOoJb-
30BaHUM MHransUMOHHbIX aHecTeTmkoB [2, 5, 7, 11, 15].
OpHako y mauneHTok ¢ cnHapoMm MapdaHa BO3MOXHbI
3aTpyOHEeHUs ¢ MHTybaunel Tpaxen, B CBA3M C YEM CO-
OTHOLLEHNE PUCKA M NOJb3bl 06OLLEr aHeCTe3nn AOIKHO
ObITb TWATENbHO B3BELLEHO [7].

PaccnoeHue aopTbl

PaccnoeHune n paspbiB a0pTbl BO BpeMst 6epeMeHHOo-
CTU CBSA3aHbI C BbICOKMM PUCKOM MaTepuHckon (o 30 %)
1 BHYTpUyTpoO6HOI (1o 50 %) cmepTHOCTKM [7]. Paccnoe-
HMe CTEHKM aopThbl (Anccekums aopTbl — OT nart. dissectio,
oT dissecare, paccekaTb) XapakTepuadyeTcsa HernpepbiB-
HbIM NOCTYMJIEHNEM KPOBU Yepes3 MOBPEXAEHHYIO NHTU-
MY MEXAY CNosiMM aopTanbHOW CTeHkU. Mpu cnHapome
MapdaHa yacTtoTa paccnampalowen aHeBpu3Mbl a0pPThbl
BO Bpems 6epemMeHHOoCcTn cocTaBnseT 4,5-6 % cnydaes
[3, 5, 10, 20].

BONbLLWMHCTBO paccioeHnin NMPONCXoaAnT B BOCXOOS-
LeM OTAEeNle aopThbl, XOTS OMNUCAHbI CiyyYan pacCioeHns
HUCXoAsALWEN 1 BptowHOM aopThl [7]. B cooTBeTcTBUM C
aHatomuyeckon knaccudukaumen e benkn Bblgens-
10T paccnoeHne aopThbl | TMNa (MecToM BO3HUKHOBEHUS
paspbiBa MHTUMbI SIBASIETCA BOCXOAsLLAa aopTa, a pac-
CNOEHMEe pacnpoCTPaHAEeTCsa Ha Ayry M 4acTto gucrtanb-
Hee — Ha rpygHoi n 6plowHon otaensl aopThl), I Tuna
(paspbiB MHTUMBbI IOKANN3yeTCsd B BOCXOASALLEN 4aCTU,
paccrioeHne orpaHnyeHo TOJIbKO BOCXOOALLEN aopTOM)
n lll Tna (pa3pbIiB MHTUMbI TOKANIN3YETCHA B HUCXOAALLEN
rpyaHOM aopTe, pacrnpoCTpaHAEeTCs Yalle aHTerpagHo
OMCTanbHO, C BOBIEYEHNEM TOJIbKO FPYAHOro oTaena u/
WM U TPYAHOro, 1 GpPIOLWHOr0 OTAENIOB, pexe — peTpo-
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rpagHo Ha oyry n Bocxogsawyto aopty). CornacHo aHaTo-
Muyeckoi knaccudukauum CtaHdopaa BblaensioT Tmn A
paccnoeHns aopThbl, XapaKTepPU3yIOLLMNCA BOBIEYEHNEM
BocxondLen aoptol (BkoyaeT Tun | u I B knaccuowuka-
umn e benkn), n Tun B — ¢ BOBNEYEHMEM OUCTaANbHOMN
WUAn HUCXoasaLWen aopTel (cooTBeTcTByeT Tuny lll e ben-
k1). MHOro4YMCneHHbIe NOMbITKM AOMONHUTENLHO pasae-
nnTb 06e knaccudukaumm Ha NOATUMbI HE YBEHYANUCH
ycnexom [5, 15].

Hanbonee HebnaronpusaTeH Tun A pacCnoeHns aopTbl
(nopaxeHne BOCXOAALWEN U/WUIN HUCXOOALWEN aopThl),
BO3HMKAIOLWMIA, MO JAaHHbIM pPa3HbIXx aBTOpOB, B 50-89 %
BCEX PacCNoeHnin BO BpeMst 6epeMeHHOCTH, B TO BPEMS
kak Tun B BcTpeyaeTca pexe [7, 23].

KnnHnyeckn octpoe paccnoeHme CTEeHKM aopThbl Xa-
pakTepu3yeTcsa SPKO BblpaXeHHbIM 60NeBbIM CUHAPO-
MoM. [pwn Tune A paccnoeHus NaunmeHTKU XanylTca Ha
60onb B rpyan (22 %), npu Tune B — B cnuHe n XuBoTe
(43 %), Takxke xapakTepHbl 06Mopokn (13 %) [5, 10, 11,
22].

AdunddepeHunanbHbil guarHo3 OCTPOro pacclioeHusd
aopTbl NPOBOAUTCS C OCTPbIM MHMAPKTOM MuMokapaa v
TpoMb0oaMboNnen nero4Hom aptTepumn n Tpedyet ocobon
TLWATENBHOCTU, MOCKOJNIbKY aHTuarperaHTbl, aHTUKOa-
rynsHTel U GUOPUHONNTUYECKME CPeacTBa CTPOro npo-
TUBOMOKa3aHbl Y 3TOW Kateropuu 60abHbIX [5, 10, 11].
Hanbonee MHOOPMATMBHLIMU METOAAMU OUNATHOCTUKMU
ABNFAIOTCS TpaHCTOpakanbHas W TpaHcasodareanbHas
axokapgunorpadpus, KT n MPT (100 % 4yBCTBUTENDb-
HOCTb N CnNeunduYHOCTb MPU PaccnoeHun aopTbl) [5,
23]. MNpx 0CTPOM paccnoeHnn aopTbl BbIOMPAIOT CaMblii
MHOOPMATUBHBIN METOA, MUCCNefOoBaHWUdA, napaninenbHo
NpPoOBOAS MOHUTOPMPOBAHME XN3HECNOCOOHOCTU Nioaa
(ynbTpassykoBas gonnneporpadus, HenpepbiBHaS Kap-
anotokorpaduda n ap.) [5, 7].

PekomeHpaumm no BeaeHMio 6epeMeHHbIX C pacco-
€HMEeM aopThbl 3aBUCSAT HE TONIbKO OT JloKanmM3aumn aHeB-
pu3Mbl, HO 1 OT cpoka 6epemMeHHocTu. B I n Il TpnmecTpax
OCTpPOE paccyioeHne aopThl TUMNa A TpebyeT CPOYHOIo XM-
PYPrn4eckoro nevyeHuns.

B Il TpumecTpe Npu HaNM4YMM XN3HECNOCOOHOro Nio-
[a rnokasaHo BHayaje AO0CPOYHOE OnepaTuBHOE POoOo-
paspeLueHre nyTemM Kecapesa CeYeHUs C NOCneayoLwmm
npoTteanpoBaHmeM aopThl [5, 7, 23]. Mpu paccnoeHuun
aopTbl TMNa B (ons ctabunmsauum AL v agekBaTHOro KOH-
Tpons 60n1) BO3MOXHO UCMONb30BaHNE MeaNKaMEHTO3-
HOW Tepanuu cenekTuBHbIMK 6eTa-agpeHobnokarapamu.
Xupypruyeckoe BMeLLIATENbCTBO WM 3HO0BACKYNSAPHAs
YCTaHOBKA CTEHT-TPAHCM/IAHTATOB MPW PACCIOEHMN a0p-
Tbl TNa B BO3MOXHbI NPY Pa3BUTUN XUIHEYIPOXAKOLLNX
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COCTOSIHUI, TaKMX Kak: pe3koe yxyAlleHne reMognHamMm-
KU1, NPOrpeccrmpoBaHne pacCioeHns, yBenmyeHne pasme-
POB aHEBPU3MbI A0PTbl UK HEKOHTpoNupyemoe ALl [5, 7,
10, 11]. AnnTenbHO COXPaHSIIOWMNIACA PUCK PACCIOEHUS
aopTbl Nocne poaoB ANKTYeT HeobxoaMMocTb 6oree ya-
CTOro XMPYyprmyeckoro BMeLLaTeIbCTBa Y XEHLLUMH C CUH-
apomomMm MapdaHa B NOCNepoLoBbI NEPUOL NO CPaBHe-
HUIO C HepoXasLmnmu [7].

OC06EeHHOCTU XMPYPru4eckoro BMeluaTesbCcTBa
npu cuiapome MapdaHa

Puck matepuHCKOM 1 nepuHaTanibHOM CMEPTHOCTU
npv NpoBeAEHUN KapAMOXMPYPruyeckoro BmMellaTesb-
CTBa BO BpeMsi 6€peMEHHOCTU Y XEHLLUNH C CUHOPOMOM
Mapdana moxet gocturatb 3 1 20 % COOTBETCTBEHHO
[2, 5, 7, 11, 15]. NepuHaTanbHble pUckn 0OYCIIOBNEHDI
NCNOSIb30BaHMEM runoTepmun. Puck passutua masb-
dopmaumini nnoga MoXeT ObiTb BbilLe MPU XUPypruye-
CKOM BMELLATENbCTBE BO BpeMd | TpumecTpa, B TO Bpe-
M$l KaK BMeLwlaTenbcTeo B Il TpumecTpe noBbIwaeT puck
npexaeBpPeMEHHbIX POOOB U MATEPUHCKYIO CMEPTHOCTb.
Bo Bpemsa kapanoxmpypru4eckoro BMeLlaTenbCTBa kap-
ONOMOHUTOPHBIN KOHTPOJIb 3a cepauebueHnem nnoga
obszaTeneH [7].

Cpokn nNnaHoBOro onepaTvBHOIO PoAOpa3peLLeHns
onpenenaTcs rectauMoHHbIM BO3PacTOM Mioaa U pu-
CKOM Pa3BUTUS OCNOXHEHUI CO CTOPOHbI a0PThl Y MaTe-
pu B ciyyae NposioHrupoBaHust 6epemeHHoCcTu. MNnaHo-
BOE MpPOTE3MpOBaHME aopTbl BO BpeMs 6epeMeHHOCTHU
npwn cumHgpome MapdaHa npoBoguTcs Ha cpoke 13-28
Henesnb, YTO NO3BONSAET N30eXaTb PUCKOB, CBA3AHHbIX C
cepae4vHo-cocyaucTon xupypruei Bo Il n lll TpumecTpax
[2,5,7,15].

MocnepopnoBoe BeaeHne

Mpwn cuHapome MapdaHa pmck paccnoeHns nnmn pas-
pbiBa aoOpThbl MOCNE POAOB COXPAHAETCs OO0 6 Mecsaues
[7]. Cpokun xnupypru4yeckon Koppekuum B NOCAEPOLA0BbIN
nepuoa B HacTosiLLee BPEMS He YCTaHOB/EHbI, HO onpe-
nensioTcsa ctabunusaynein reMoanHaMmnkn n apdexkTmBa-
HOCTbIO MeANKAMEHTO3HOM koppekuuu [5, 7, 23].

3aknioyeHue

MHoronpo®uabHbIN, MYyNbTUANCLUNINHAPHBIA NOA4-
XO[, K BeleHN0 6epeMeHHOCTH, POAOB U MOCNEPOA0BOrO
nepmoaa y XeHLWmH ¢ cuHapomom MapdaHa, coBmecT-
HOe BeAEeHVEe CO CMEXHbIMWU creunannctaMmn B NNLEeH-
3MPOBAHHbBIX YYPEXAEHUSAX C CaMOro paHHero cpoka be-
peMeHHOCTU, pa3paboTka KPU3MCHOro nnaHa B cryyae
pas3BUTUSA PACCIOEHNS a0OPThbl MO3BONSAIOT CYLLLECTBEHHO
YAYYWNUTb NPOrHO3, CHU3UTb MepuHaTalbHyl0 U maTe-
PVHCKYIO CMEPTHOCTb, YBENMYUTb NPOAOIKUTENBHOCTb
Xn3Hun go 60-70 net [7, 19, 23].
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CTapLmMii HayYHbI COTPYAHWUK OTAENEeHNs onepaTUBHON MMHEKONorMn Hay4yHoro LeHTpa aKyLlepcTBa, TMHeKoIorMn 1 nepuHaTonormm
uM. akaa. B. WN. Kynakosa; ten.: 89263108090; e-mail: smoltat@list.ru

LynuHa MapvHa MBaHOBHa, KaHAMAAT MEANLIMHCKUX HayK, AOLEHT Kadeapbl BHYyTPeHHUX GonesHel n ceMeiHoi meanumHel MNAO;
Ten.: (3812)236700; e-mail: mshupina@mail.ru

BukTopoBa MHHa AHaToNnbeBHa, AOKTOP MeAMUMHCKUX Hayk, npodeccop, 3aBeaytollas kadbeapoi NONUKIMHUYECKOW Tepanuu;
Ten.: 89069900907; e-mail: innaviktorova@mail.ru

CeMeHKMH AnekcaHap AHaTONbEBUY, AOKTOP MeAMUMHCKUX HayK, npodeccop, 3aBeayowmii kadeapon cyaebHon MeamunHbl
C KypcoMm npasoBefeHus; Ten.: 89045858185; e-mail: asemyonkin@mail.ru

CemeHoBa EneHa BnagnmmnpoBHa, acnupaHT kadeapsbl; Ten.: (3812)492085, 89509563018, e-mail: sel92@mail.ru
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