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BEAEHUE bBEPEMEHHDbIX
C MESEHXNMAJIbHbBIMUA
TUCILVIASUAMUA

Paneukas J1.C., Makayapwnsa A L., buyagse B.O., YnosnyeHko M.A.

@IrA0Y BO «Ilepsbii MockoBckuii rocygapcTBeHHbIN MEQHUMHCKNIA YHUBEPCHTET umenn UM. CeyenoBa»
MununcreperBa 3gpaBooxpanenns Pocewiickoi ®egepaymn (CeveHosckmii Yunsepentert), Mocka

Pe3srome

CTatbs PeACTaBasSeT cO60M 0030PHYI0 NIEKLNIO U MATEPUATIEI COOCTBEHHOIO UCCIEI0BAHNS 10 TaKUM PEAKO BCTPeYa-
HOLYMMCS, HO UMEIOLLNM BAXHOE KITMHUYECKOE 3HAYeHNe 3a00/1eBaAHUSM KaK ME3EHXUMAlbHbIe ANCTNAa3un (CUHAPOMbI
MapcbaHa, 3nepca-LlaHno, PeHgro-0cnepa). B ocHOBE [aHHbIX 3a00/16BAHNI IEXUT BPOXAEHHbIN [EHEKT COEANHU-
T6JIbHOM TKaHW. KIMHMYeCKNe nPOSIB/IEHNS Y PA3HbIX NALNEHTOB MOTYT CUITbHO OT/INYATbCA, MOCKOJIbKY B IPOLECC MOTYT
BOBJIEKATbCA PA3/INYHbIE OPraHbl M CUCTEMbI: OMOPHO-ABUraTeIbHas, CePAEYHO-COCYANCTas, OPraHbl 3PeHNs U Jp.
JInarHo3 o0CHOBbLIBAETCA Ha KITMHUYECKNX KPUTEPUAX N MOJIEKYTIAPHbIX MeTofax. [latoreHe3 3aboneBaHnii 0CTaeTcs 40
KOHLa He U3y4eHHbIM. BO Bpems 66peMEHHOCTY Y TakuX MaLyneHToK NMEETCS YPE3BbIYANHO BbICOKUI PUCK YTDOXAIOLLMX
XXU3HU OCJTOXHEHWN. [ 671aronosly4Horo nexoga 6epeMeHHOCT HeobXoanma paHHss ANarHoCTuKa 3ab0/1eBaHui 1
MynbTUANCUNTTTIUHAPHBIA N0AX0 HA NPOTSXEHWUM BCEH GEPEMEHHOCTH U PoAopaspellenns. Lenbo uccrenoBaHns
ABUTIOCH U3YHEHNE OCOOEHHOCTEN TEYEHUS BEPEMEHHOCTH U POLOB Y NALMNEHTOK C ME3EHXUMASTbHbIMU JNCTNASUAMAY.
Marepuarsbi u meToabl. [1poBeseH aHam3 56 66peMEHHOCTEN y NALUEHTOK C ME36H3UMAITbHbIMU AUCTIA3USMU, BKITHO-
yas «CTepTbie» hopmbl 3abonesaHni: 23 — ¢ cuHgpomom Mapgpana, 22 — ¢ cuHgpomom Onepca-faHno v 11 —
C BPOX/EHHOV reMopparn4eckoi TesieaHrnakTasnen B oapacte ot 18 o 36 ner. [IpocrnekTMBHOE UCCIIEL0BAHNE BKITHO-
Yasno petpocneKkTUBHbIN aHanma. 06¢/1e[0BaHNe COCTOSNI0 U3 CO0PAa aHAMHE3Aa, KITMHNYECKOro 00Ce[0BaHNns, n1abopa-
TOPHbIX TECTOB, BK/0YaA PACLUMPEHHOE TeMOCTa3n0I0MMYeCKOe UCCIEA0BAHNe, UHCTPYMEHTANIbHbIX UCCEL0BAHNN,
MOJIEKYJIAPHON ANarHoCTUKU CUHLPOMOB. Pe3ysibTatbl. AGCOJIOTHO Y BCEX NALNEHTOK BO BPEMS OEPEMEHHOCTU OTMeYa-
J10Ch MPOrPeccupoBaHne PaHee UMEBLLINXCS FeMOoPPAruyecKnX MPosBAEHUI U MOSBIIEHNE KDOBOTEYEHUI HOBbIX JI0Ka/N-
3aumi. Y 6epemeHHbIx ¢ cuHgpomom MapghaHa 0TMe4eHa BbICOKas YacToTa OC/I0XHEHNUI CO CTOPOHbI CEPAEYHO-COCYaN-
CTOVI CUCTEMbI, BKITKOYABLUNX YBEJIMYEHNE CTEMEHN NpoJanca MUTPanbHOro Knaanada (18 6epemeHHbix), pa3Butne u
MpOrpeccupoBanne aopTanabHou HegoctatoyHoctn (10), ghopmupoBanne wam nporpeccnpoBaHne HeLoCTaT04HOCTU
MUTpanbHoro knanaua (13). OgHa 6onbHas ¢ cukgpomom Mapghana norubna 4epes noaTopa Mecaua nocse pogopaspe-
LLIEHNS OT paspbiBa aopThl. ADTEPUOBEHO3HBIE MailbghopMaLny B JIErKux 00HapyXeHbl y 10 6epeMeHHbIX ¢ CUHAPOMOM
Perpgto-Ocnepa. Y 1ecTn u3 HUX UMESTUCH MPUSHAKN TUITOKCUU BCIEACTBUE LLIYHTUPOBAHNS KPOBU CrpaBa Haseso.
Y ogHoii 6epemeHHoi ¢ cuHapomom PeHaro-0crepa Bo BTOPOI M010BUHE OEPEMEHHOCTU MOSIBUUCH CUMITTOMbI CAABIIE-
HUS BEPXHEV 10104 BEHbI, MPUYUHON KOTOPOIro ABUIOCH (hOPMUPOBAHNE aHEBPU3MbI M71€4ErosI0BHOIO CTBONA. Padiny-
Hble JEGDEKTbI B CUCTEME TeMOCTa3a 00Hapy)eHbl y 40 6epemMeHHbIX: y 38 — HapyLLeHne GhyHKymmu TpomoouynTos, y 31 —
npu3Hakn xpoHn4eckoro [JBC-cunapoma. 53 6epemMeHHbIX ¢ ME3EHXUMATbHbIMU ANCINA3USMU bl POJOPA3PELLIEHb]
nyTem onepauymu kecapesa ceyenus. [1py pofopaspeLLieHnn 4epes ecTeCTBEHHbIE POJOBbIE MyTU (y TPEX 6EPEMEHHbIX C
cungpomom 3nepca-Lanno) oTmeyanuch riyooKkne paspbiBbl MArKuX TKAHENR nPOMEXHOCTU U MACCUBHbIE KDOBOTEYE-
HuA. 3akso4enne. bepeMeHHOCTb U POfAbI Y 607IbHbIX C ME3EHXUMATbHbIMU AUCTAA3NAMU MPEACTABAAIOT BbICOKUI PUCK
Pa3BUTUS OCTIOXHEHWI KaK y MaTepu, Tak v y nnoja. [ns yenewHoro ucxosia 66pemMeHHOCTH y Takux 60/IbHbIX C1eJyeT
DPEKOMEHJI0BATb MYJIbTUANCLUIIIMHAPHBIN MOAX0/, 4 TAKXKE TLATEIbHOE AUHAMUYECKOE HAOTTIOAEHNE C LUIMPOKUM CeK-
TPOM 11a60PaTOPHO-UHCTPYMEHTASTbHbIX NCCIEL0BAHNUIA, BKIH0YasA PACLUMPEHHOE TeMOCTA3M0I0MN4ECKOE NCCIIE[0BAHME.
BBugy BbICOKOr0 pucka yrpoXaroLmx Xu3Hu 0CII0XHEHNIA NPy POJOPA3PELLEHNN YEPE3 eCTECTBEHHbIE POLOBbIE MyTH,
nayneHTKam ¢ ME3EHXUMabHbIMY JUCTNA3UAMU OKA3aHO POAOPA3PELLEHNE MYTeM 0MepaLny Kecapepa ceqyeHns.

Knioyessbie cnosa

Me3eHxumarnbHble ANCMNA3UN, BPOXAEHHbIE 3a00/1€BAHUS COEANHUTEILHOU TKaHu, cuHapom MapghaHa, cuHapom
anepca-[lanno, cuHapom Pergro-Bebepa-0cniepa, 66peMEHHOCTb, PACCIOEHNE a0pPTbl Y GEPEMEHHbIX, KECAPEBO CeYe-
HUe, KDOBOTEYEHME.
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Bce aBTOpbI cAenany 3KBMBANEHTHbIV BKNaL B NOLrOTOBKY ny6nkaumu.

Ing yuTUpoBaHua
Papeukas J1.C., Makauapusa A.[., buuaase B.O., YoosuyeHko M.A. BefeHne 6epemMeHHbIX C Me3eHXMManbHOW LUCMNa3unen.
AkyLepcTso, ruHekonorus u penpogykuus. 2017; 11 (2): 29-39. DOI: 10.17749/2313-7347.2017.11.2.029-039.

PREGNANCY MANAGEMENT IN PATIENTS WITH MESENCHYMAL DYSPLASIAS
Radetskaya L.S., Makatsaria A.D., Bitsadze V.0., Udovichenko M.O.
[.M. Sechenov First Moscow State Medical University, Ministry of Health of Russian Federation, Moscow

Summary

The article presents an overview and results of clinical research of rare but very important diseases — mesenchymal
displasias including Marfan syndrome, Ehlers-Danlos (EDS) syndrome, Osler-Weber-Rendu disease. The basic
component of these diseases is the hereditary connective tissue disorder. Patients may have different symptoms,
because various organs may be involved: skeletal, ocular, cardiovascular systems etc. The diagnosis is based on the
clinical criteria and molecular tests. The pathogenesis of these disorders has not been fully elucidated. Pregnancy
usually increases the risk of life threatening complications. Early diagnosis and multidisciplinary management of
pregnancy and delivery are essential for good outcomes. The aim of this study was to evaluate the course of pregnancy
and the delivery outcome in patients with mesenchymal dysplasias. Materials and methods. Fifty six pregnant women
with mesenchymal dysplasias (23 with Marfan syndrome, 22 with Ehlers-Danlos syndrome, 11 with hereditary
hemorrhagic telangiectasia— HHT) were examined in a specialized cardiological maternity ward. The patients underwent
physical examination, routine laboratory tests, hemostasis tests, ECG, echocardiography, MRI, X-ray examination, and
pulse oximetry. Results. All patients had hemorrhagic complications of various localization; 18 women with Marfan
syndrome had aggravated mitral regurgitation, 10 — aortic insufficiency, 13 — mitral valve insufficiency. One patient
with Marfan syndrome died because of aortic dissection on day 45 upon delivery. Pulmonary arteriovenous
malformations were found in 10 patients with HHT; the symptoms of hypoxemia developed in 6 HHT patients who were
diagnosed with right-to-left blood shunting. One patient with HHT developed the symptoms of vena cava inferior
compression caused by an aneurism in the truncus brachiocephalicus. Forty patients showed abnormal hemostasis
results (platelet dysfunction — 38 patients; DIC syndrome — 31). Cesarean section was performed in 53 patients.
Vaginal delivery (3 patients with EDS) was complicated by massive postpartum hemorrhage and deep vaginal tears.
Conclusion. Patients with mesenchymal dysplasias are under increased risk of different complications during
pregnancy and delivery; they need multidisciplinary management and repeated hemostasis testing. Cesarean section
is the preferred method of delivery in such patients.

AKYHIEPCTBO « THTHEKOAOT' A « PETITPOAYKIIM A
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BBenenue

MeseHxumasnbHble AMcnaasuy NpeacTaBnsoT coboi
rpynny 3a60sieBaHNil, XapakTepru3yroLmUxcs BPOXKAEHHbIM
e eKTOM COeaMHUTENbHON TKaHU (CUMHAPOMbI Penpto-
Be6epa-0cnepa, MapdaHa, 3nepca-[]aHno, HECOBEPLLEH-
HblA OCTEOreHe3, r’MraHTCkas KaBepHo3Has remMaHrnoma).

[OCKOMbKY MpW PasHbIX NaToforuax HapyLllawTcs Te
UM NHbIE KOMMOHEHTbI COEAMHUTENbHOM TKaHW, NPosB-
NeHns 3a60J1eBaHMA Pa3finyHbl 1 BKNHOYAKT B Cebs
aHOManuu CKeneta, M3MEHEHUS CO CTOPOHbI 3PEHWUS,
KOXW, MOAKOXHOI KNETHaTKU U MHOTMX APYrUX CUCTEM.
OnHako Hambonee OMAcHO y TakMX BOJbHbIX NOBPEXAe-
HUE CTPYKTYpbl COEAMHUTENIbHOTKAHHOrO0 KOMIOHEHTa
CTEHOK COCYA0B Pa3fiM4yHOro kanubpa, Tak Kak UMeHHO ¢
9TUM  CBfi3aHbl  TSHKENble  TPOMOGOremMopparuyeckume
OCNOXHEHMS Npu AaHHbIX 3a6oneBaHnax [1]. OcobeHHO
BbICOKA BEPOATHOCTb PA3BUTUSA TaKUX OCNOXHEHWA BO
BpeMs 6epeMeHHOCTI 1 B pOAAX B CBA3M C reMOANHAMM-
YECKMMK (yBenuyeHne 06bema LMpKynnpyoLLei Kposu 1
CepLeYHoro BbIOPOCA) U rOPMOHATIbHBIMI (BO3LENCTBME
9CTPOreHOB U NporecTepoHa) 3dhdhekTamu Ha CTEHKU
naTosiorM4yeckn N3MeHeHHbIX cocynoB [1]. XapakTepHol
0COOEHHOCTbH)  GEPEMEHHbIX C  ME3eHXUMallbHbIMU
ancnnasusmi ABNSETCS Pa3pPO3HEHHOCTb U OTCYTCTBUE
UX KOHUEHTpauuu B efuHbIX MeOULMHCKUX LeHTpax. [o
HACTOSLLLEro BPEMEHM He MPOBOANIIOCH UCCNeL0BaHNIA No
N3Y4YEHUID OCOOEHHOCTEN Te4yeHUs OEepeMeHHOCTU U
POAOB Y 60NbHbIX C ME3EHXUMANTbHbIMMW LUCTINA3UAMM, HE
MMEeTCs peKomMeHzaLuin no noBoay BefeHUs 6epeMeHHO-
CTV 1 pOJ0B, Lieneco06pasHOCTI UCMNOSTb30BAHUS TEX UK
VHbIX AUArHOCTUHECKNX 1 JIe4e6HbIX METOAMK.

bepeMeHHble C ME3EeHXMMalbHbIMU  AUCTNA3UAMU
NpeacTaBngOT Cco60i rpynny BbICOKOrO pucka no
BOSHUKHOBEHUIO TSXKENbIX MAaTEPUHCKNUX U NepuHaTab-
HbIX OCNMOXHEHWA n TpebylT ocoboro nogxopa. B
HacTosllee BpemMs BO BCEM Mupe 6O0JbLIOE BHUMaHUE
YOEeNseTcs COBEPLIEHCTBOBAHUID MPMHLMNOB BeAeHMS
6epeMeHHOCTM 1 POLOPA3PELLIEHUS NALNEHTOK C COMa-
TU4ECKOM nartosiorneir. TPYAHOCTb 3aKJIKOYAETCH B TOM,
4TO KNUHWULMCTBI, KaK Npasuio, Mano WHOopMUpoBaHsbl
0 OWNarHoCTUKe aHHbIX 3a60NeBaHNi, a TakXXe 0COO6EH-
HOCTAX Te4yeHus GepeMEeHHOCTW W POLOPa3pPeLleHus
TaKuMX NaLNEeHTOK, B CBA3U C 4eM Bpa4yebHOe BMeLLaTeSlb-
CTBO 4aCTO MPOWUCXOAMT YXKe MNocne BO3HWUKHOBEHUS
YrpoXaLWmx XW3Hm ocnoxdeuwnii [1]. Kpome Toro,
onpefeneHHas CRnoXHOCTb 3aKM4YaeTcsd B HanMyuu
60NbLIOr0 KONMYeCTBA GOMbHLIX C TaK Ha3blBaeMbIMU
«CTepTbIMU» hopmami 3ab60sieBaHUi, KOrga MMerTcs
NNWb OTAENbHblE CNABOBbIPAXXEHHbIE CUMNTOMbI. 3TO,
€CTECTBEHHO, CO34aeT 60MblUNe TPYAHOCTM B [MarHo-
CTMKe 3a60neBaHuil. PUCK 0CnoxHeHUin BO BpemMs 6epe-
MEHHOCTM W pPOJOB Y [AHHOW KaTeropuu nauueHTOB
4acTo HeJ0O0LEeHIBAETCA.

Cunapom Penaro-Ociaepa-Beoepa

CuHgpom  Penato-Ocnepa-BeGepa  (BpoxkaeHHas
remopparmyeckas TeNeaHrnakTasus) — HacneACTBEHHas
remopparuyeckas Ba3onatus C 04aroBbIM UCTOHYEHUEM

CTEHOK W pacLuMpeHnemM npoceeTa MUKPOCOCYA0B, Hemos-
HOLIEHHbIM MECTHbIM remMocTa3om. Hacrnegyercs AaHHas
nartosiorus no ayToCOMHO-AOMUHAHTHOMY TUMY C pPa3fny-
HO BCTPEYaeMOCTbIO MATOMOMMYecKOro reHa. Pacnpo-
CTPaHeHHOCTb 3a60/eBaHNs, MO PasfIMYHbIM [aHHbIM,
coctaBnsiet oT 5 g0 8 Ha 1000 Hacenexusd [2, 3]. Hanbo-
nee 4acTbIMU KIWHUYECKUMU NPOSABAEHUAMN CUHAPOMA
Pengto-Ocnepa sBMAKOTCA CMOHTAaHHbIE PELWANBUPYIO-
LLiMe HOCOBbIe KpoBoTeYeHUs (B 78-96% cnyyaes), Tene-
AHTUIKTA3MM HA KOXE M Chn3ucTbiX (rybax, s3blke,
MArKOM He6e, CNU3UCTOM MONOCTM PTa, NNLE, KOHbIOH-
KTWBAX, HOITEBbIX JiOXax, nanbuax). bonee peakum
nposiBeHnem 3a60oneBaHuns ABATCA apTEPUOBEHO3HbIE
ManibopmaLnm, pacnosioXXeHHbIe B PasfinyHblX OpraHax:
NErknx, Xenymo4yHo-kuweyHom Tpakte (KKT), nedeHu,
FOJIOBHOM W CNMHHOM Mo3re. CocyaucTble Manbgopma-
UMM y nauueHToB ¢ cuHapomom Penpto-Ocnepa npea-
CTaBNAT Cco60M 06pa3oBaHWe HenocpeACTBEHHbIX
AHACTOMO30B MexXZy apTepuasibHbiM U BEHO3HbIM
PYCIIOM, MUHYS Kanunnsapbl. bonbLiyo onacHoCTb Npea-
CTaB/IAKT apTEPUOBEHO3HbIE ManbopMaLnn B Nerkux,
MOCKOJbKY 9TO MOXXET NPUBECTM K OTCYTCTBUIO OKCUTeHa-
LMK KPOBU 1 NpU3HaKam runokcuun. GteneHb nposBieHns
KNUHWUYECKON KapTWHbl 3aBUCUT OT BEIUYMHbI LUYHTA
MeX[y JIero4yHoii apTepuen U BeHO. Mpn He3HaYUTESb-
HOM LUYHTUPOBAHWA CUMNTOMbI MOFYT 6bITb CRabbiMu
WM OTCYTCTBOBATH. [lpy pasmepe LUYHTA, COCTaBMsAI-
wero 6onee 20% 0T cepAeyHOro BbIGPOCA, Onpenens-
tOTCA BbIPQXKEHHbIA LIMAHO3, MPU3HAKM TMMNOKCUN, aHEMKS,
nonuuutemus. Kpome T0ro, neroyHble apTepruoBEHO3HbIE
Manbopmauny MOryT BbI3BaTb PAL CEPbEe3HbIX OCII0X-
HEHWIA, TAKUX KaK WHCYMbTbl, TPAH3UTOPHbIE WLIEMUYE-
CKue araku, abcueccbl Mmosra, murpeHu [4]. bonee
PEOKUMUW, HO KpaiHe OMacHbIMWU OCNOXHEHUAMW SABNSA-
tOTCA reMOTOpPAKC 1 JIero4HOe KpoBoTeYeHue. B kayecTse
OCHOBHbIX METOLOB ANArHOCTMKM NEroYHbIX apTepuoBe-
HO3HbIX Manb(opMaLyin 0TMEHAKT PEHTIEHOI0rMYecKoe
nccnefoBaHne rpyaHom knetku, metoamky co 100%
KUCNOPOAOM, KOHTPACTHYIO 9XOKapAMOrpadonto, CLUNHTM-
rpacdnio, KOMMbloTepHy0 Tomorpaduio (KT), MarHuTHoO-
pe3oHaHcHyto Tomorpaduto (MPT), aHrnorpaduto fieroy-
HO/ apTepuun. [lpu BbIABNEHWM HA PEHTrEHOrpaMme
nerkux manbgopmaumny anametpom 60see 2 CM peKo-
MeHAyeTCcs npoBefeHne Tepanuu. B kadectBe Metopa
NeYeHns NCnonb3yeTcs 4PeskoXKHas ambonoTepanns nog
KOHTPOJIEM aHruorpacum nerovHoi aptepuu [4, 5].

Mo AaHHbIM psAfa aBTOPOB, PUCK KPOBOTEYEHNA Y nauu-
EHTOB C BPOXX[EHHOW remopparny4eckoii TeneaHrnakra-
31eil CBA3aH He TOJIbKO C MaTosiornei COCYANCTOl CTEHKN,
HO 1 C HapyleHusMu B cucTemMe remocrasa [2, 4, 5]. Y
4acTu MaLMeHTOB UMEEeTCs ANCHYHKUMA TPOMOOLMTOB 1
cuctembl ombpuHonusa. MpumvepHo y 50% 6OMbHbIX
nmeeTcs XpoHuyecknii [BC-cuHapom, peako nepexons-
WA B GOYIIBMUHAHTHYIO (DOPMY.

Takum 06pa3om, 6ONbHbIE C CUHAPOMOM PeHpto-
Ocnepa-Bebepa nMerT BbICOKUIA PUCK PA3BUTUA YrpoXa-
tOLLNX XWU3HW OCSTOXKHEHWIA, B CBA3M C 4eM YPEe3Bbl4aNHO
Ba)KHa CBOEBPEMEHHas [uarHoctika 3abonieBaHus. [ns
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CTaHZapTu3auum NoaxoL0B K ANArHOCTUKE W ANs Npeso-
TBPALLEHWS Clly4aeB rmMnepamarHoCTUKM 6biin pas3pabo-
TaHbl JUArHOCTUYECKIE KPUTEPUM BPOXKLEHHON remMoppa-
rM4YecKom TeneaHrnakTazum — cuxapoma Penato-Bebepa-
Ocnepa [6]:

1. CnoHTaHHble peumauBupyoLLe HOCOBbIE KPOBOTE-
YeHNs.

2. TeneaHrnakTasns B XxapakTepHbIX MecTax:

e TYy6bl;

e ClIM3UCTaA PTa;

e Manblpl;

e CNN3ncTas Hoca.

3. BucuepanbHble NPosiBNEHUS:

o TeneaHrnakrasum Ha cnuamcton XKT
(Mpu HANMYUKU UMK OTCYTCTBIUM KPOBOTEYEHWUIA);

e APTEPUOBEHO3HbIE MaNbOPMALNN B JIETKUX;

e aPTEPMOBEHO3HbIE MaTbqOPMaLnK B NeYeHM;

e ApPTEPUOBEHO3HbIE MaNbOPMALMK B TOSIOBHOM
MO3re;

e apTEPMOBEHO3HbIE MaibqyopmaLuy B CIMHHOM
mo3re.

4. Hanuyve cpeau POACTBEHHWKOB MEPBOW CTEMEeHM
POACTBA [JaHHOIO 3a60/1eBaHMs (B COOTBETCTBUM C nepe-
YUCNEHHbIMM BbILLE KPUTEPUAMMK).

Bce noToMCTBO 60/1bHbIX HAC/IEACTBEHHOI remoppari-
YECKOW TeneaHrnakTasnen MMeet NOoTeHLManbHbIi pPUCK
MaHudecTaunu 3a6onesaHus B 6onee no3gHemM Bo3pacre.
lMpun nocTaHOBKe AnarHo3a ciefyeT UCKI0YUTL LedeKTbl
remocrasa. [lpy Hanuyun BUCLEPanbHbIX MPOABMEHNIA
3a60/1eBaHNa y [eTell cnejyeT TLATESIbHO MPOBEPUTH
0CTallbHbIX YNEHOB CeMbll. B GyayLiem, BeposTHee BCEro,
KNUHWUYECKNA ANarHo3 B COOTBETCTBUM C BbILLENepeyu-
C/TEHHBIMU KpuTepuaMU 6YLeT 3aMeHeH MOJIEKYISAPHbIMN
TecTamu, KOTOpbIe CTaHyT 06LLe[0CTYMHbIMY

[lnarHo3 BpOXZeHHON reMmopparuy4eckoii TesieaHrnak-
Ta3nm ABNAETCA:

e [I0CTOBEPHbLIM, ECTNI MEIOTCA, N0 KpanHei
Mepe, TpU KpUTepus;
*  BEPOSATHbLIM W1 BO3MOXHBIM, ECITM UMEOTCS
[Ba KpuUTtepus;
e COMHMTENbHbIM, ECIIN UMEETCS OLUH KPUTEPUIA.
bepeMeHHOCTb Yy MaUMEHTOK C [JaHHbIM CUHLPOMOM
CBfA3aHa C 4YPe3Bbl4aNHO BbICOKUM PUCKOM OCJTIOXKHEHMIA.
Bonpoc 0 6epeMeHHOCTM AOMKEH peLlaTbCsd WHAUBUAY-
aNbHO B KOXAO0M KOHKPETHOM Crly4ae B CBSA3U C 4Pe3Bbl-
YailHO BbICOKMM PUCKOM YrPOXKAKOLLUX XWUSHU OCIIOXKHE-
HUA. I3MEHeHWUs TemMOAMHAMUKM U TOPMOHANIbHOrO
cTaryca 6epemMeHHbIX NPUBOLAAT K YXYALIEHWNO COCTOAHMS
paHee CyLLeCTBOBABLLUX ManbghopMaLii U POCTY HOBBIX.
Bo Bpems 6epeMeHHOCT 06beM LIMPKYIUPYIOLLER KPOBY
(OLK) yBenu4msaetcs Ha 40%, cepLeyHblii BbIOPOC — HA
30-50%, 4TO CNOCOOBCTBYET 3HAYNUTESILHOMY MOBbILLIEHNIO
KPOBOTOKA B JIErKWUX U, KaK CNeACcTBUE, Aunarauum uim
paspbiBy TOHKOCTEHHbIX COCY[OB apTEPUOBEHO3HbIX
Manbopmaumii.

Ha [aHHbIn MOMEHT He CYLLEeCTBYET YEeTKUX PeKOMEH-
Jaunii OTHOCMTENbHO METOAa POAOPA3PELLIEHMS XKEHLLH
C HacnejCTBEHHOW remoppar1n4yeckoil TeneaHrnakTasuen.

B 60/1bLUMHCTBE OMNUCAHHBIX B IUTEpaType Cry4aes Gepe-
MEHHOCTb 3aBepLianacb MyaHoBbIM WMAU 3KCTPEHHbIM
KecapeBbiM ceveHuem [3-5]. Cnyyan aKCTPeHHOro onepa-
TUBHOTO POJ0PA3PELLEHNS ObIin CBA3aHbI, B 0CHOBHOM, C
HECBOEBPEMEHHON AMArHOCTUKOM N KOPPEKLUEen yrpoxa-
IOLLMX YKU3HM OCIIOXKHEHUIA, B YaCTHOCTW, JIEr0YHbIX
KPOBOTEYEHWNI1 1 TeMOTOPaKea, Npuyem ucxo ans nnopa
B NMOA0OHBIX CMydasx Obin He Bceraa 6naronpusTHbIM 1
3aBuCeNl, B OCHOBHOM, OT CpOKa pPOAOpaspeLleHuns.
MnaHoBOe OMepaTUBHOE POAOPA3PELLEHNE MOKA3aHO
6epeMEHHbIM C JIErOYHbIMK UK LiepebpaibHbIMU Manb-
hopmaumamMn (N NOLO3PEHUEM HA UX HaM4me),
NOCKONbKY [aHHbIA METOL POAOpa3peLleHns no3Bonser
CHU3WTb PUCK KPOBOTEYEHUS BCNEACTBUE Pa3pbiBa Maslb-
bopmaumii. Poapbl 4epe3 eCTECTBEHHble POAOBbLIE MyTU
MOXHO MMaHNPOBaTb MpPW OTCYTCTBUW LiepebpanbHbIX
NEroYHbIX ManbopMaLnii UAW Npu MX MOMHOLEHHON
Koppekuun 0o 6epemeHHOCTU. B CBA3M C BO3MOXHbIMU
apTepUOBEHO3HbIMU MaNbg)opMaLnaMK CIMHHOMO MO3ra
TakuM GEpeMEHHbIM He PEeKOMEeHAYeTcs NpPOBeAeHue
anuaypanbHOM aHecTe3nn. [1ns MCKN0YeHUs Manbgop-
MalUMA CMUHHOTO MO3ra MOKa3aHO MarHWTHO-PE30HaH-
CHOE MCCnefi0BaHue.

Takum o6pasom, Haumbonee 6e30MacHON CTpaTerven
NS KEHWIMH C HacnNe[CTBEHHOW remopparu4eckon
TeneaHrnakTasmen SBNAETCA NNaHUpoBaHue 6GepemeH-
HOCTW C TWaTeNbHbIM 06CNeaoBaHNEM 10 6EPEeMeHHO-
CTW, B YaCTHOCTW, Ha MpeaMeT Hanu4yns apTepuoBeHO3-
HbIX MaibpOpMaLmnid B NErKMX U rONOBHOM MO3re (aH-
ruorpadoms, MPT, KT) 1 npn He06X04NMOCTN — UX XMPYp-
rmyeckas Koppekuns. Kpome Toro, cnegyet y4nuTbiBaTh,
YTO PUCK HacnefoBaHMs nNaTonoruu pebeHKoM COCTaB-
nset 50%.

Cungpom Mapdana

PacnpoctpaneHHOCTb cuHapoma MapdaHa, no gaHHbIM
Pas3fnyHbIX WCTOYHMKOB, cocTaBnser 1 Ha 5-10 Tbicay
HaceneHms. CemMeliHblii aHaMHe3 326051eBaHNS NPOCEXM-
BaeTcs B 65-75% HabNOLEHNIA, OCTaNbHbIE Clyyan ABNS-
l0TCA PE3ynbTaToM BHOBb BO3HUKLIMX MyTauuin [6, 7].
Cuuopom MapdhaHa npefctaBnsieT €060l ayTOCOMHO-
JOOMUHAHTHOE 3a605ieBaHNe  COELMHUTESbHOM  TKaHu,
CBfA3aHHOE C MyTauuen B reHe UOPUIIIMHA — OAHOIO U3
OCHOBHbIX 3/1aCTU4ECKIUX KOMMOHEHTOB COEAMHMUTESIbHON
TkaHu [7, 8]. Mpu 3TOM Hapyllaetcs CUHTE3 MUKPOdIn-
OpUNNAPHbIX BOMOKOH B CTEHKax COCYHOB, KramnaHax
cepaua, cBs3Kax, Cycrasax, TBepA0O/ MO3roBoi 060/104Ke,
KOCTSAX U Apyrux opraHax. Han6onee 4acTbIMi KIMHNYE-
CKUMM NpuU3HaKamu 3abonesaHns ABNAOTCA NpOrpeccu-
pytoLas aunarauus aopTbl, Nponanc n HeoCTaTO4HOCTb
MUTPanbHOTO W a0PTlIbHOrO KJlanaHoB, rUnepMobunb-
HOCTb CYCTaBOB, BbICOKWIA POCT, [JIMHHbIE KOHEYHOCTW,
BbICOKOE HEOO, apaxHofakTunus, aedpopmauus rpyLHom
KNeTKW, CKONMO3, 3KTONUA XpycTanuka, muonus [3, 8, 9].
Oco60e 3Ha4eHMe WMEKT MpPOSABAEHNS CO CTOPOHbI
CepAeYHO-COCYAMCTON CUCTEMbI, TaK KaK UMEHHO C HUMU
CBSI3aHa BbICOKAs JIeTaNbHOCTb NPK 3TOM 3a60neBaHum.
bonbLuyo npo6niemy Takxe npeacTassoT o600 MHOXe-
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CTBEHHbIe LiepebpanbHble aHeBpuambl [10]. Monekynsp-
Hag [uardoctka cuHgpoma MapdaHa nposoanTes
pefKo, B CBA3M C YeM B HACTOALLlee Bpems, COrMacHo
MEXAYHapOAHbIM  peKoMeHJauusm,  WUCMoNb3yeTtcs
KNMHNYeCcKas LMarHoCcTKa B COOTBETCTBMN C AMATHOCTU-
Yyeckumu Kputepusmu Ghent (tabn. 1).

[lng nocTaHOBKM [MarHosa Heo6xoaumo Hanuyume, no
KpaiHeln Mepe, OAHOr0 OCHOBHOMO KpPUTEPUS CO CTOPOHBI
JBYX PasnnyHbIX CUCTEM OPraHoB M OAWH LOMOJSTHUTESb-
HbIA KPUTEPUIA CO CTOPOHBI TPETLEN (YeTbIPe CUMNTOMA CO
CTOPOHbI CKeJsieTa COCTaBMAOT OUH OCHOBHOWN KPUTEPWIA).

MKeHWwmnHbl ¢ cuHgpomom MapdaHa [OMmKHbI 6bITb
npeaynpexnaeHbl 0 BO3MOXHbIX JIETaNbHbIX OCNOXHe-
HUSAX BO Bpems 6EPEMEHHOCTU 11 O PUCKe HAcne0BaHus
3abonesaHns pebeHKOM. Kpome TOro, Heo6xoaumo
MHOPMUPOBATL MALMEHTKY M €e POACTBEHHUKOB O
CHKEHWUM NMPOAOIKUTENBHOCTM XU3HU B CBA3U C Gepe-
MEHHOCTbIO U YXYALWEHUN Te4yeHus 3abonesaHus. Puck
HacnefoBaHua cungpoma Mapdasa nnogom MOXHO

OnpefennTb YXXe B KOHLE | TpumecTpa npu reHetuye-
CKOM WUCCNeA0BaHMNN.

bonbHbIM ¢ cuHapomom MapdhaHa nokasaHo TuiaTesib-
HOe 06CNieA0BaHNe B NEPMOL NAHNPOBAHNS 6EPEMEHHO-
CTU, 0053aTe/IbHO BKJKOYatOLLee TpaHCTopakanbHoe Unm
TpaHca3oareansHoe YNbTPAa3BYKOBOE WUCCNe0BaHNe
aopTsl. Mpn guametpe aopTbl 60nee 4 ¢cM 66PEMEHHOCTb
NpoTMBONOKa3aHa. Bce Heo6XoauMbie XUPYPruyeckue
BMELUATeNbCTBA HAa KnamaHax U aopTe O60MbHbIM C
cuHgpomom MaphaHa A0MmKHbI 6bITb MPOBEAEHbI 10
6epeMEHHOCTH.

BONbLINHCTBO OCMNOXHEHWA CO CTOPOHbI CEpAeHHO-
cocyaucTon cuctembl passusaerca Bo Il unn Il Tpume-
cTpax 6epeMeHHOCTH, XOTS OMMCaHbl Clly4an paccrioeHns
A0pThl HA PaHHUX CpoKax GEpPeMEeHHOCTW, B poAax M Ha
NpoTsKeHUn 8 AHel mocnepogosoro nepuoga [10-14].
MpuynHammu BbICOKOrO pUCKa PACCNOBHUS AHEBPU3Mb
a0pTbl BO Bpems 6epeMEeHHOCTN Y NauyueHToB ¢ CUHAPO-
mom MapdaHa sBnstTcs U3N0N0Ornyeckoe YBemyYeHne

K pocty 6onee 1,05)
— cKonno3 6onee 20° unu cnoHAWNONNCTE3
— HenosiHoe BbINPAMIIEHE NOKTEBOr0 CyCTaBa
(meHee 170°)
— NNOCKOCTONWE C BaNibryCHOW AedhopMaLieid cTonbl
— NPOTPY3ust BEPTNYXKHON BNaanHbl

Cuctema OCHOBHbIE KpUTEpUM ononHutenbHble KPUTEPUH
He meHee 4 13 cneayroLLnx npru3HaKoB:
— KunesuaHas aedopmauns rpynHom KieTkiu
— BbIP@XEHHOE yrnybneHue B 061acTi FPyaHOI
KNeTKU, TpebYHoLLee XUPYPruyeckoil KoppeKLmm y )

— [MCNPOMOPLMOHANLHO BLICOKMIE POCT (OTHOLIBHME 2 OCHOBHbIX KpUTEPUS UNK 1 OCHOBHOM 1 2 U3 CNeaYOLLNX:
AHOMATIM BEPXHEro CermMeHTa K HimkHemy meHee 0,86 — yrny6neHue B 061aCTh rpyAHON KNeTKN
cKeneta 1N OTHOLLEHME BENNYNHbI pa3maxa pykK — TMnepmMobuIbHOCTL CYCTaBOB

— BbICOKOE HEBO
— XapakTepHoe nuuo

OpraH 3peHus

3KTOMUA XpycTannka

— YNNOLLEHNE POrOBULbI

— YBeJIMYEeHWe JJIMHHOI OCW rN1a3HOro A6510Ka,
NPUBOASALLEE K MAONNN

— runonnasus pagyXKu UM peCHUYHON MbILLILLbI,
NPUBOASALLME K MUO3Y

— nponanc MATPanbHOro KnanaHa

— Hanuyue cpean poaCTBEHHNKOB
[HK-mapkepos cunapoma Mapdara

YHO- o

gggﬂsm CTOaﬂ — [unataumus KOpHa aopTbl — [Mnaraums neroyHoii aptepun B Bo3pacte Ao 40 net

cmc¥ema — pacclioeHune BOCXOAALLEN aopTbl — Ka/lbLIMHO3 MUTPaIbHOIO KNanaxa B Bo3pacrte Ao 40 et
— [Mnataums 1 paccnoeHne apyrux y4acTkoB aopTbl

Jlerkune OTCyTCTBYHOT — CMOHTaHHbIN MHEBMOTOPAKC
— aTpouyHbIe CTpUM

Kox TCYTCTBYIOT

0xa Orcyrereyto — PELMANBUPYIOLLINE TPDKM
Teepnas Mo3ro- — Ntomb0CcaKpanbHas aKTa3ns TBepAoN
. OTCyTCTBYHOT
Bas 060/104Ka MO3r0BOM 060M04KN yTeTBy
— Hanuyue cpeamn 6nmM3KNX POLCTBEHHIUKOB BOSbHbIX
cuHapomom MapdhaHa B COOTBETCTBUM

[eHeTNYECKNE C NepPeYMCNEeHHbIMI KPUTEPUAMU HE3ABUCMO
OTcyTCTBYHOT

JlaHHble OT HanM4us MyTaLUumn B reHe onbpunamnHa

Ta6auna 1. OCHOBHBIE JUAarHOCTHYECKUE KpUTepuH cuuapomMa Mapdana.

Table 1. Major diagnostic criteria of Marfan syndrome.
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OLK 1 cepae4Horo Bbibpoca Ha (DOHE BPOXIEHHON
aHomanuu konnareHa. OnpeaeneHHyto posb TakXe UMeoT
FOPMOHanbHbIE N3MEHeHUs. [eCTaLnoHHas TMNepTeH3us
11 TeCTO3bl PE3KO YBENUYMBAKOT PUCK AunaTaLmu, paccro-
eHUA 1 paspbiBa aopTbl. CBOEBPEMEHHAs [MarHOCTMKA U
Tepanus BHE3anHOro pPacCinoeHnsi aHeBpU3Mbl aopThl
XU3HEHHO HE0OX0JUMbI, TaK KaK 0koso 50% nauueHToB
norn6aet B Te4eHue 48 4acoB NOCNe BO3HUKHOBEHUS
0CNoXHeHus [14-16]. Mpu 6epeMeHHOCT 3TOT NPOLEHT
3HAYUTESIbHO BbILLIE.

OudbdepeHumanbHblid IMarHo3 PaccriioeHns aopTbl y
6epeMeHHbIX C cuHapomom MapdhaHa npoBoauTcs C
TaKUMWU OCTPbIMW COCTOAHUAMMN KaK aHapuUIakTouaHbIN
CUHAPOM 6epemMeHHOCTM, MHGAPKT MUoKapaa, aopTasnb-
Has peryprutauus, MHEBMOTOPAKC, WHCYMbT, paspbiB
MaTKM, 0TCNOliKa NnaueHTbl, TPOM603 Me3eHTepUanbHbIX
COCy[0B. B 60NbLUNHCTBE Cly4aeB ANArHo3 paccrioeHus
aopTbl yCTaHaBMBaetcs postmortem.

[ns npenoTepalleHns 1 CBOEBPEMEHHO KOpPPeKLui
YrPOXKAKLLNX YKU3HWN OCIIOXKHEHWUA HA NPOTSXKEHUU BCEW
6epeMeHHOCTM 60JbHbIE ¢ cuHapoMomM MapdhaHa JomKHbl
HaX0ANTbCA NOJ TLLATENbHbIM HAOMIOAEHNEM aKYLLEPOB |
COCYAUCTBIX XPYPros. Bcem 6epeMeHHbIM ¢ CUHAPOMOM
MapdaHa (faxe paHee He UMEBLUUM MPU3HAKOB NOPAXe-
HUS CEpAe4HO-COCYLMCTON CUCTEMbI) MOKA3aHO TPAHCTO-
pakanibHOe YnbTpa3BykoBOe uccnegosaHue unu MPT B
anHamuke. Bo MHorux pa6otax aokasaHa 3geKTuB-
HOCTb 6eTa-afpeHob/10KaToOpoB [ns nNpefoTBpaLLeHns
nporpeccupylolleii  aunatauuu  aopTbl, AOPTambHOIA
peryprutauuu, paccnoeHus aoptel. [pu Tepanun 6eta-
afipeHo6iokaTopamu creayer y4uTbiBaTb UX BO3MOXHbIE
No60Y4HbIE 3PEKTHI.

MMpwn paccnoeHnn AncTanbHOro 0Taena aopTbl UCMOSb-
3yeTCs BHYTPUBEHHOE BBeJeHNe 6eTa-aapeHo610KaTopos
[0 JOCTVKEHUS YMEHbLLEHWUS 4acTOTbl CEPAEYHbIX COKpa-
LLieHniA Ha 20% W CHKEHUS CUCTONIMYECKOTO apTepuab-
Horo pasnenua (AL) go 100-120 mm pt. cT. Xupyprude-
CKOe BMEeLIaTeNbCTBO NpWU  PaCcCrOeHWN OMCTANbHOIO
OTZef1a a0pThl MOKa3aHO NpU He3 PeKTUBHOCTUA MeLMKa-
MEHTO3HOW Tepanuu, paspbiBe WKW Yrpo3e paspbiBa
aopTbl, MPOrpeccupytoLieM paccrnoeHn aHeBpU3MbI
aopTbl. CpOYHOE XMPYPrUYeckoe BMELIaTenbCTBO MOKa-
3aHO Takxe 6GepemMeHHbIM ¢ cuHapomom MapdbaHa npu
YBENNYEHUN AMaMeTpa aopTbl CBbie 45 MM: B paHHue
CPOKW PEKOMEHAYeTCcs MnpepbiBaHue 6GepeMeHHOCTU, B
no3gHue — KecapeBO CevyeHue C NOCneayloLlen PeKoH-
CTPYKTUBHOIA onepauuen Ha aopTe. Takxe nokaszaHuem K
OMepaTUBHOMY JIE4EHUID SABJIAETCA MPOrpeccupyroLas
aopTafibHas HeLOCTATOYHOCTb. YCnex onepatuBHbIX
BMELLATEeNbCTB Y 6epeMeHHbIX ¢ cuHapomoM MapdaHa
3aBMCUT OT TSXKECTU OCMIOMXHEHUSA, CPOKa 6EPEMEHHOCTH,
CBOEBPEMEHHOCTM BMeLIaTensCTBa. B 60NbLIMHCTBE
CNy4aeB XWPypruveckoe feveHne NpUBOAUT K NpepbiBa-
HUIO 6GEepPEeMEHHOCTU, MO3TOMY MPU XKWU3HECTOCOBHOM
nnoge A0 UK OJHOBPEMEHHO C Onepaumen Ha cepaue u
cocynax NpOBOANTCS KECAPEBO CEYEHNE.

OnTMManbHbIM METOAOM POAOPA3PELLEHNs 6epemeH-
HbIX C cuHapomom MapdhaHa ABNSeTC KecapesO Ceye-

HUE, YTO MO3BOJIAET MUHUMWU3NPOBATL FEMOLMHAMMUYE-
CKNe N3MEHEHNS, CBA3AHHbBIE C BarMHanbHbIM POAOpa3pe-
WeHneM. JInwb B HEMHOTWMX ChyYasx npu guameTpe
aopTbl MeHee 40 MM, OTCYTCTBMW CONYTCTBYHOLLNMX NMPOSB-
NeHUn 3abonesaHns, afaekBaTHOM 006360/MBaHUN 1
xopotuem KoHTpone ALl BO3MOXHbI pOjbl Yepe3 ecTecT-
BEHHbIE POJ0BbIE NYTU. HEKOTOPbIE aBTOPbI PEKOMEHAYIOT
OJHOBPEMEHHO C KecapeBbIM CEYeHMEM MNPOM3BOAUTH
rMCTEP3KTOMUIO, TaK KakK B MOCNEPOA0OBOM Mepuope Y
poanibHUL ¢ cuHapomomM MapdhaHa 4acTo 0TMevaroTcs
MacCWBHbIe MaTO4HbIe KpoBoTeveHus [14, 15]. MpuyunHoi
TaKUX KPOBOTEYEHUIA ABNAETCSA HAPYLLEHWE COKPATUTESb-
HOW CNOCOBHOCTU CNMPanbHbIX apTepuin, YTo UMEET MECTO
U npu Apyrux 3a6oneBaHUsX COEAUHUTENTbHOW TKaHW,
Hanpumep, nNpu cuHapome Anepca-Aatno.

Cunapom daepca-Jlanio

CuHapom 3nepca-[JaHno — reteporeHHass Hacrefct-
BEHHAsA 0O0Se3Hb COEAMHUTENIbHON TKaHW C pasHbIMU
TUNaMK  HacnefoBaHWs. PacnpoCTPaHEHHOCTb 3TOrO
cuHapoma Bapbupyet ot 1:560 000 go 1:5000 [16, 17].
OCHOBHbIE ~ KNUHMYECKNE XapaKTEPUCTUKM CUHAPOMA
anepca-[aHno 06ycnoBneHbl BPOXAEHHON runeppacrs-
XXUMOCTbIO COEANHUTENIbHON TKaHU B CBSA3N C HAPYLLEHU-
MW cuHTe3a konnareHa. OCHOBHbIM METOOM AnarHo-
CTUKW cuHApoma dnepca-L[aHno ABAseTcs MONeKynsp-
Hblil aHanu3 — onpefeneHne COOTBETCTBYIOLNX TEHHbIX
MyTaLMi, 0AHAKO TaKas AMarHOCTMKA He BCeraa fAOCTYMnHa,
B CBA3W C 4eM HA MepBbli MNaH BbIXOAWUT KNMHNYecKas
ANarHocTiKa 3a60neBaHns (Taon. 2).

Kpome TOro, BblfeneHbl OTAENbHble peaKue TUMbl
cuHapoma dnepca-Lfaxno:

V' TN - npuCyTCTBYKOT OCHOBHbIE KIUHUYECKME
MPU3HAKN KNACCUYECKOro TUNA, HO MEHEE BbIPKEHHbIE;
Hacnefyetcs no X-CLenneHHOMY TUMY;

VIl Tvn (nepMofoHTaNbHbIi) — KNHNYECKNE NPU3HAKK
CXOHbl C MPU3HAKaMU KNACCU4eCKOro Tmna nukc xpyn-
KOCTb [I6CEH; HacnenyeTcs ayTOCOMHO-A0MMUHAHTHO;

X TN — UMEIOTCA OCHOBHbIE NPU3HAKN KNAcCUYecKoro
CWHAPOMA, BbIPQXKEHHbIE B MEHbLLEN CTEMeHN; CONpoBO-
XKIAETCA HAapyLLEHMEM arperalui TpoMO0LMTOB; NPeano-
naraeTcs ayTOCOMHO-PELLECCUBHOE Hacnea0BaHue.

113 HoBOM Knaccudomkauuy nckiodenst IX u XI tunbi.

N.B. OCHOBHblE KIIMHWYECKNE KpuTepun 00/1ajarT
BbICOKOU UArHOCTUYECKOM CrIeUNOUYHOCTbIO, TOCKOSIbKY
PEAKO BCTPEYAIOTCA NPpu APYrux 3a60/eBaHnsx. [narHos
YCTaHaB/INBAETCS HA OCHOBAHWN OJHOI0 1 60J16€ OCHOB-
HbIX KpuTEpPUEB. [1pn HAIMnu TOSIbKO [OMOJIHUTENbHbIX
KpUTEPUEB  AnarHo3 COMHUTENEH. [1o  BO3MOXHOCTU
JKESaTesIbHO NPOBEAEHNe MOJIEKY/IPHOA ANarHOCTUKAN.

Haunbonbluee 3Ha4eHMe B NMPAKTUKE akyLlepa-ruHeko-
nora UMeeT COCYAMCTBINA TUN cuHapoma 3Anepca-Laxno,
TaK KaK MMEHHO OH COMPOBOXAAETCH pPa3NNYHbIMK
aKyLIepCKUMM 1 00LIEMEaULMHCKUMI npobfieMamu,
4acTo yrpoXkatoLwumi Xn3Hu. GKNOHHOCTb K KPOBOTEYE-
HMAM o6bsicHAeTcA fedpekTom Il TMna konnareHa w
HapyLIeHWeM CTPYKTYPbl COCYAMCTOM CTEHKU, a He
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Tun Hacne- MonekynsipHbii
Knaccutmkaums MarHoCTUYECKUE KPUTEpUM
thuka A putep [0BaHuA nedhekt
OCHOBHbIE: rMNepanacTMyHOCTb KOXU, LUMPOKIE aTpOPrYHbIE pyoLbI,
. runepmMobuNbHOCTL CYCTaBOB.
Knaccuyeckui
(DaHee — CuHAPOM [lononuuTenbHbIe: TOHKas rMajkas Koxa, MONOCKOBUAHbIE NCEBLO- Myrauun COL5AT
Inepca-Mauno | n I OMyX0JN, TMNePMOBUIILHOCTL CYCTaBOB, MMMOTOHNS MbILLL, KPOBOTEYE- AD 1 COL5A2
TMNOB gravis u mitis) HWS NPY ManenLLnX TpaBmax, NPOSBAEHNS TUNEPPACTHKIUMOCTI KOXKI :
) (rpbiXu, MUCTMUKO-LIEPBMKANbHAS HEJOCTATO4HOCTb U T.A1.), CEMEMHbIiA
aHamHe3 326011eBaHUs.
Tmnepmo6unbHbIi
® a:ge (?IEH; Do OCHOBHbIE: reHepan130BaHHas rnnepmMo6uIbHOCTb CYCTaBOB, runep-
Snepca-Marno Il 9MACTUYHOCTb KOXU, TOHKAsA rnajkas Koxa. AD T
FNEPMOGUIBHOTO JlononHuTenbHbIe: PeLyanBIUPYIOLLE BbIBIXM CYCTABOB, XPOHUYECKNE ’
Tuna) 60511 B 06/12CTV KOHEYHOCTEN U CYCTABOB, CEMEHbI aHAMHES.
CocyaucTbii OCHOBHbIE: TOMKOCTb 1 Pa3pbiBbl aPTEPUIA, KMLLIEYHNKA, MATKI; KPOBO-
(paHee cMHApOM TEYEHNs NPy ManemnLLnx TpaBmax; xapakTepHoe nuLo. Bce TUMs! MyTaLil
dnepca-Lanno IV [lononHuTeNbHBIE: rMNepMo6UNLHOCTL MESKIX CYCTaBOB, Pa3pbIBbl AD COL3AT
apTepuanbHbIi MbILLL, 1 CYXOXW/MIA, KOCONANoCTb, BAPUKO3HOE PACLLUUPEHNE BEH, :
1IN 3KXUMOSHBIN TUM). CeMeiHbIli aHaMHe3, BHe3arnHas CMepTb 6JIM3KUX POLCTBEHHUKOB.
OcHOBHbIE: reHepann3oBaHHas rnepmMo6ubHOCTb CyCTaBOB, TSKenas
KuchockonuoTtuyeckuii MbILLEYHAS TUMOTOHUSA B €TCTBE, NPOrPECCMPYHOLLNA CKOMNO3, NMPUCYT- Hepocrtato4HOCTb
(paHee cMHapoM CTBYHOLLWIA C POXAEHUS, UCTOHYEHWUE U XPYNKOCTb CKNEPbI. NIM3NN-TULPOKCHY-
Inepca-Lanno VI JlononHuTeNbHbIE: XPYNKOCTb TKAHEN, KPOBOTEHEHUS NPU ManeLmx AR nasbl, KONnare
OKYNAPHbIA UK TpaBmMax, pa3pbiBbl ApTEPUiA, MapdaHoUaHbIA PEHOTIM, OCTEOMNEHUS MO MnpeBpaLLatoLLero
CKOSIMOTNYECKNIA TUMbI). | OAHHBIM PEHTFEHOBCKOrO UCCNEA0BAHNS, CEMENHBI aHAMHES Cpeau thepmenTa.
6paTbes 1 cecTep.
ehuumuT Npo-o
ApTpoxanasus OCHOBHbIE: BbIDXXEHHAS reHepanu3oBaHHas rmnepmMmobunbHOCTb CycTa- ﬁng)n;lo-a llj.lene117|
(aHee 6bina BKI04EHa BOB C NOABbIBUXaMMU, [IBYCTOPOHHIIA BPOX/EHHbIN BbIBIX Gefpa. KonnareHaZB
chmmporvl JlononHuTenbHbIe: rMnepanacTMYHOCTb KOXMW, MOBbILIEHHAS XPYNKOCTb AD DeaynsTaTe fene-
Inepca-fakno KOXW, KPOBOTEYEHUS MPU ManenLwnx TpaBMax, MbILLIEYHAS TUNOTOHNS, Ll,VIVIyG K30Ha B
p Knhockonnos, 0CTeoneHus No AaHHbIM PEHTIEHOBCKOr0 1ccneoBa-
VIl Tuna). N resax COL1A1 nunm
HUA, CEMEHbI aHaMHe3 3a60/eBaHuS.
COL1A2.
Jlepmaronoruyeckui OCHOBHbIE: BbIDXEHHAS XPYNKOCTb KOXW, MPOBUCAIOLIAS, <U3MLLHSAS» :IT\IH-?(%TLIS;:F? et
(paHee 6bi1 BKITHOYEH KOXa. AD NpOKONNareH-
B CUHAPOM dnepca- JlononHuTenbHbIe: MArkas pbixnas KoXa, KpOBOTEYEHUS NPy Manei- e —
[anno VIl Tuna). LUMX TPABMaXx, NPeXAeBPeMEHHbIN Pa3PbIB MIOAHBIX 060J104EK, MPbDKM. .

Ta6mmua 2. Kinaccudukaius 1 JHarHoCTUICCKUE KpUTepHH CHHApoMa Diepca-Jlanio.

Ipumeuanue: AD — aymocommo-oomunanmuoe nacredosanue, AR — aymocommo-peyeccusnoe naciedosanue.

Table 2. Classification and diagnostic criteria of Ehlers-Danlos syndrome.

Note: AD — autosomal dominant inheritance, AR — autosomal recessive inheritance.

Kakumu-nnéo pedektaMm B CUCTEME CBEPTbIBAHUSA
KPOBW, MOCKOJbKY, MO JaHHbIM WCCNEA0BaHNIA, OCHOB-
HbI€ NOKA3aTeNM reMocTas3a y Takux naLneHToB B HOPME.
3anoao3puTb COCYANUCTIA TUN cMHAPOMA dnepca-Lanno
CreayeT npu Hanuyuu MHCYNbLTOB MONOBHOMO MoO3ra B
Bo3pacTe A0 40 neT y NauMeHTKM W ee GRmKanLLmnx
poacTeeHHUKOB. Okono 50% BCex COCYAUCTbIX MOBpE-
XKIEHWIA COCTaBNAKOT apTepum rpyam n xusota. Kak
NpaBuyio, BOBJIEKAIOTCA apTepuu CPeaHero Kanuoépa.
Pa3pbiBbl apTepuii 4acTo BO3HMKAKT 63 Kakom-To
onpeaeneHHol npuynHbl. Hanbonee onacHble 0CNOXHE-
HUS CBA3aHblI C YrPOXAKOLIMMN KPOBOTEYEHUSIMU, A
TaKkxe nepdopaunen KuweyHnka. 4acto KpoBoTe4eHUs
TPEOYIT HEOTIOXKHOIO XUPYPruyeckoro BMeLlaTenb-

ctBa. OfHaKO TPYAHOCTb 3aKJIKO4AETCH B TOM, 4TO Camo
XUPYPru4eckoe BMELLATENbCTBO MOXET MNPUBECTU K
MACCUBHbIM NeTanibHbIM  KPOBOTEYEHUAM U3 APYrux
apTtepuid. LLIaHCbl Ha ycnex 3Ha4UTeNbHO YBENUYNBAKOTCSH
Mpu CBOEBPEMEHHOI JMArHOCTIKe 3a601eBaHNSA, NPUHSA-
TN HEOOXOAMMBIX NMPEBEHTUBHbLIX MEp U WCMNOb30Ba-
HUW HaUMeHee TPaBMATUYHON TEXHUKN XUPYPrU4YecKoro
BMELUIATENbCTBA.

OpHuM 13 Haubonee YacTblX NPOSIBIEHUA CO CTOPOHBI
COCYZl0B TOMIOBHOTO MO3ra Yy 60MbHbIX CUHOPOMOM
dnepca-lanno  ABNAOTCA  KAapOTUHO-KaBEPHO3HbIE
chuctynbl. Cpeay KIMHUYECKUX NPU3HAKOB BbIAENAOTCS
3BOH B YLUAX, TPEMOP, rOJI0BHbIE 60K, MYyIbCUPYIOLLNIA
ak3oTanbM. Kak MOXHO 60Jiee paHHee YCTaHOBJEHME
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ANarHo3a y TakuX MauueHTOB MMEET MepBOCTENEHHYH
BaXXHOCTb [/19 Bbl6Opa TaKTUKW faNbHenwero o6¢cneno-
BaHMA W XMPYpruyeckoro Bmellarenbctea. CraHaapTHas
aHruorpacus nNpoTMBONOKA3aHa B CBA3M C BbICOKUM
PUCKOM MACCUBHbIX FeMaToM 1 PacC/ioeHns CTEHKU apTe-
puin. MeTtopamm BbIGOpa ABNATCA  [ONMIEPOBCKOE
uccnenosaHue n MPT. HacTbiM OC/TIOXKHEHWEM Y MaLMeH-
TOB C CUHAPOMOM 3dnepca-[aHno sABnseTca paccnoexue
WHTpa- WM 3KCTPAKpaHManbHOro CEerMeHTOB MO3BOHOY-
HOW 11 COHHOW apTepwuii.

Mockonbky konnareH |l Tuna sBnsetca OQHUM K3
OCHOBHbIX KOMMOHEHTOB CTeHOK JKKT, y naumeHToB C
CUHAPOMOM 3nepca-[laHio 4acTo BCTpeyaeTcs nepdopa-
LUMS KWlIeYHMKa. B GONbLUMHCTBE Cly4aeB B MpPOLIECC
BOBNEKAETCA CUrMOBMAHAA KWLWIKA, OLHAKO OMUCaHbI
TaKXe nepdopauny TOHKON KNLIKK 1 xenyaka [17].

Mpn nnaHMpoBaHUM GepeMeHHOCTU Y 6O0MbHBLIX C
cuHApoMom 3repca-faHno cnefyeT y4uTbiBaTb MOATUN
CUHAPOMA W MPUCYLLME eMy OCITIOXKHEHUS, @ TaKXKe PUCK
nepegadn 3abonesaHus nnogy (Tun Hacrneposauus). B
CBSA3M C ayTOCOMHO-A0MMWHAHTHbIM TUMOM Hacnef0BaHuMs
PUCK Mepefayn COCYAMCTOro Tuna cuHapoma dnepca-
[anno nnogy npu Hanuyum 3a60neBaHns y OAHOTO W3
poautenen coctaBnser 50%, N03TOMy Ha 3Tane niaaHupo-
BaHMA  GepemMeHHOCTM  HeoOXOAMMO  TEeHeTUYecKoe
KOHCYNbTMPOBAHME.

Ocobylo 0macHOCTb NpeacTaBnsieT GEPEMEHHOCTb Y
XKEHLLMH C COCYAMCTbIM BapUaHTOM CUHAPOMA B CBA3U C
BbICOKOW BEPOATHOCTbIO (paTaNibHbIX KPOBOTEYEHWUIA,
WHCYNbTOB, paspbiBa MaTku. pyu HanU4mu 3TOro Bapu-
aHTa CMHApPOMA Heo6xo4uMO Tuiate/lbHOe 06CnefoBa-
Hue, o6a3aTtenbHoe MPT ronosHoro mosra. bonbLimnH-
CTBY TaKWX >XEHLLMH 6EpPeMEHHOCTb MPOTWUBOMOKA3aHa.
Hanbonee onacHbIM B MiaHe COCYAMUCTbIX OCMNOXHEHMWIA
ABNIAGTCA NOCNESHWIA TpumecTp 6epeMeHHOCTH. bonb-
Wyl npobnemy npeactaBnfeT TakXe BHE3AMHbIA
paspbiB  MaTku. MartepuHckas neTanbHOCTb  Npw
cuHapome 3nepca-flaHno coctaBnser, N0 [AaHHbLIM
pasHbix aBTopoB, 0T 10% [0 25% [17]. Puck ocnoxHe-
HUN TaKXXe 4Ypes3Bbl4alHO BbICOK BO BPemMs POLOB W B
PaHHEM MOCepojoBOM nepuofe. Y Takux >KeHLUUH
4acTOo HABMOAAKTCA MACCKUBHbIE PaHHWE NOCNepPO0BbIe
KPOBOTEYEHMSA, B OCHOBE KOTOPbIX JIEXWUT HapyLLeHne
CTPYKTYPbI CNIMPanbHbIX apTepuii MaTK. EQUHCTBEHHbIM
Cnoco60M OCTaHOBKW MOLOOHbIX KPOBOTEYEHWUA SABMSA-
eTCSA TMCTEPIKTOMMUSA.

HekoTopble aBTOPbI PEKOMEHAYIOT AOPOJOBYH) FOCMN-
Tanm3aumo 6epemMeHHbIX ¢ CUHAPOMOoM 3nepca-LaHno co
cpoka 32 Henenn 6epemMeHHOCTH, YTOObI B CIy4yae Heob-
XOAMMOCTU HEMEANEHHO MNPUHATbL COOTBETCTBYIOLLME
mepsbl [17].

Tepanus remopparn4eckux OCNMOXHEHUA 3aBUCUT OT
Kanmbpa cocyfa M TSKECTU KPOBOTeYeHMs. Kak yxe
YNOMWHANOCb, WHBA3WBHblE METOAbl 4acTO MPMBOAAT
nuwb K ycyrybnenuno cutyauun. OgHum n3 adhekTms-
HbIX TEMOCTATUYeCcKUX MpenapatoB Yy Takux 60MbHbIX
ABNIAETCA 1-neamnHo-8-D-apruHuH Ba30NPeCcCcuH
(DDAVP).

[na  BbisBNEHWA nepefadu  3ab6oneBaHws  nuoay
CNOJIb3YETCA TEHETNYECKWIA aHann3 myTauun. TeopeTu-
YECKU MpeHaTanbHas AMarHoCTMKa BO3MOXKHA, OAHAKO B
CBA3M C BbICOKUM PUCKOM NPOBELEHNA CamMoil npoLeaypbl
ANA MaTepu ee NpuMeHeHe orpaHnyeHo.

Bonpoc 0 popopa3pelieHun 6epemMeHHbIX ¢ CUHAPO-
MoM dnepca-[aHno ABASeTCA AUcKyTabenbHbIM. Pofbl
4yepe3 eCTECTBEHHbIE POAOBLIE MYTU CBA3AHBI C THKEbIM
POAOBbIM TPaBMATU3MOM, BKIKOYAA Pas3pbiBbl MaTKM,
rny6oKue paspbiBbl MPOMEXHOCTU, Pa3pbiBbl LIEAKN
maTku. KecapeBo CeveHue no3BoNseT YMEeHbLUNTb PUCK
OCJI0XKHEHWIA, CBA3AHHbIX C (PU3NYECKOW Harpy3kom B
pojax (paspbiBbl COCYAOB, WHCYNbTb) M MAaTOYHbIMU
COKpaLleHuamMN (paspbiB MaTKK), a TaKxe 06ecnevuTb
NyYLWNIA KOHTPOSb remocTasa. OfHako Nito6oe Xxmpypruye-
CKOe BMELUaTeNbCTBO Y TaKUX OOMbHbIX COMPSKEHO C
BbICOKMM PWUCKOM MOBPEXAEHNS COCYA0B M MACCUBHOMO
KPOBOTEYEHMS, a TaKXKe OCIIOXHEHUAMM nocneonepaum-
OHHOrO nepuoja B CBA3W C 3aMefJIeHHOM penapauuen
paHbl 1 (POPMMPOBAHMEM HEMOJHOLEHHOro pybua. Bee
XKe, N0 AaHHbIM NMTEpaTypbl, 6OMbLIMHCTBO aBTOPOB
OTAAeT MNpennovTeHne orepauum Kecapesa CeYeHus.
[JnuTenbHOCTb  MOC/IE0NepaLMoHHOro  HaboeHns B
3TOM Chnyyae JOSKHa 6bITb YBENNYEHA B CBA3M C BO3MOX-
HbIMW OCITIOXHEHUAMM.

Hamu npoBeaeHo nceneaoBaHmne no N3y4eHnto 0CobeH-
HOCTeN Te4yeHus 6epeMeHHOCTU 1 POAOB Y 6EPEMEHHBIX C
cuHapomamu PeHato-Bebepa-Ocnepa, MapdaHa, dnepca-
[auno. Lienbto nccnegoBanus SBunoch U3y4eHne 0CoHeH-
HOCTEe TeyeHUs GEpPeMEHHOCTM M POAOB M pa3paboTka
TaKTUKW BefeHUs OEpPeMEHHbIX C Me3eHXUMaNIbHbIMK
ancnnasuamu.

MarepHaabl 1 METOABI

06cnenoBaHo 57 6epeMEHHbIX C ME3EHXMMamNbHbIMU
ancnnasuamu (cuHgpomamn Mapdpana, nepca-fatno,
PeHato-Bebepa-0Ocnepa), BKNoYas CTepTble  (DOPMbI
3a6oneBaHuin. CpedHMi BO3pacT O6OMbHbLIX COCTaBUN
25,2 + 2,4 ropa. iccnegoBaHne BKNYano peTpocnek-
TUBHbIA aHanM3 1 NPOCNEKTUBHOE WCCnefoBaHue (3a
nepuog ¢ 1993 no 2007 rogbl). Bce nmauneHTKn Haxoau-
nncb nofd HabnwaeHnem B lNepuHatanbHOM LiEHTpe Ans
6epeMeHHbIX C CepAevyHO-COCYAWUCTON natosiorunein u
HapyLLIeHnamu remMoctasa npu ropofckoi KIIMHUYECKON
6onbHuLe Ne 67 r. MockBbl (6a3a kadpeapb! akyLiepcTsa
W TUHEKONOTUN MeANKOo-NponIakTu4eckoro gakysb-
Teta ®TAQY BO «[epsbin MIMY um. .M. Ce4yeHoBa»
M3 PO).

KomniekcHoe 06cnefioBaHne 6epemMeHHbIX BKMOYano
B Ce0S [aHHble aHAMHe3a, KNMHMYECKoe 06CnefoBaHue,
nabopaTtopHble MeToAbl — KJIMHWUYECKW aHann3 Kposw,
OrnpefesieHne BPEMEHU KPOBOTEYEHMUs, Pa3BEPHYTOe
reMoCTa3nonornieckoe NCCnefoBaHne (aKTUBMPOBaHHOE
4acTM4HOEe TPOMOONNACTMHOBOE BpeEMs, TPOMOMHOBOE
BpemMs, Tpom60anacTorpamma), onpegenieHne yHKUnm
TPOMOOLMTOB,  BKIHOYAsA  PUCTOLLETUH-KO(AKTOPHYHO
aKTUBHOCTb, cofiepXXaHne coubpuHoreHa u [-aumepa. Mo
NOKAa3aHUAM  MCMONb30BaINCb  WMHCTPYMEHTasbHbIE

m http://www.gynecology.su



nccnegosanus: 3K, 9xo-KI, peHTreHorpadoms rpyaHoi
KneTku. [narHo3 yctaHaBnmBancs B COOTBETCTBUAU C
CYLLECTBYIOLAMN  OUATHOCTUYECKUMU  KPUTEPUAMMN;
TaKXxe NPOBOAWSIACH MOJIEKYNAPHAA AnarHocTUka 3a6o-
neBaHuii. NMpoBoannack OLeHKa UCXo40B 6epeMeHHOCTEN
11 COCTOSIHUSA HOBOPOXKAEHHBIX C YY4ETOM MoKasaTenemn nx
omamyeckoro passutus (N0 WMHAEKCY MacCO-pPOCTOBbIX
COOTHOLLIEHUIA C UCMOJIb30BAHNEM OLIEHOYHbIX TabNUL) U
(PYHKLMOHANTBHOTO COCTOAHNA (N0 LWKane Anrap Ha 1-i u
5-I MUHYTAX XKU3HN).

Bce undopoBble 3Ha4eHUS ObINM CTATUCTUHECKU 06pa-
60TaHbl C NOMOLLbIO Nporpammsbl Statistica 6.0. Bbiunucns-
nnck crefytowme nokasarenu: cpegHee (M), ctaHgaptHoe
OTKNOHEHNE (o), cTaHpapTHas owwubka (m). Pasnuyus
MEXAy CPaBHWBAEMbIMUA BENNYUHAMU MPUHUMANIUCH
[OCTOBEPHbIMU PN YPOBHe 3Ha4umocTu (p) meHee 0,05 ¢
1cnonb3oBaHmem Kputepus CTblogeHTa.

Pe3y/IbTaThI H 00CYKICHHE

Y 6epeMeHHbIX C cuHapomom MapaHa oTMeyeHa
BbICOKAs 4acToTa OC/I0XHEHWI CO CTOPOHbI CEpAevHO-
COCYLMCTOMN CUCTEMBI, BK/HOHYABLUNX YBEJIUYEHNE CTEMeHN
nponanca MUTPaNbHOro Knanaa (78%), hopmupoBaHme
UAN NPOrpeccMpoBaHne HeJoCTaTO4HOCTU MUTPANbHOMO
knanaHa (56,5%), Aunaraums nesblX OTAEN0B CepAua
(43,8%), passBuTue W MNPOrpeccupoBaHne aopTanbHOl
HefocTaToqHOCTH (43,8%), runepTpodus J1IeBOro Xeny-
n04Ka (4,3%). Cepbe3HbIMI OCMOXHEHNAMMN Y GepemeH-
HbIX C cuHapomom PeHato-Ocnepa 6bin OCNOXHEHUS,
CBA3aHHblEe C (hOPMMPOBAHNEM aPTEPUOBEHO3HbIX Maslb-
dhopmauunii, KoTopble ObiN 0BHAPYXKEHbI B MNErKuX Y
45,5% nauueHToK. Y 100% 60MbHbIX C Me3eHXuMalb-
HbIMK gucnnasuamu (¢ cungpomamu Mapdbana, 3nepca-
Hauno, Penato-Be6epa-0cnepa) Bo Bpemst 6epeMeHHOCTH
0TMEYaNnnch remMopparuyeckne NPOABAEHNA Pa3NYHON
nokanusauuu.

Takum o6pa3om, 60MbLIOE 3HAYeHUe Ans 6O0JbHbIX C
BPOXXAEHHbIMI 3a60N1EBAHNAMU COEANHUTENBHON TKAHU
(cunppomamun Mapdpana, Anepca-Llaqno, PeHato-Ocnepa)
IMEeT CBOEBPEMEHHas AMarHocTuka 3abosieBaHus,
NNaHupoBaHme 6epeMeHHOCTI C OLEHKOM pucKa OCIOX-
HEHWIA BO Bpems OEpeMEHHOCTM Ha OCHOBAHWM [aHHbIX
KOMMJIEKCHOr0 06cnefoBaHns 60MbHO, BKHOYAIOLLErO
0CMOTP aKyLLEepOM-TIHEKONOrom, TepanesToM, PyTUHHbIE
na6opatopHble uccnenoanus, K, 3X0-KI, nccnenosa-
HIE CUCTEMbI FemMOoCTasa, OLEHKY (OYHKLMN AbIXaTeNnbHO
CWUCTEMbI, KOHCYNbTaUWU  KapAMOXMPYpra, OKYNUCTa,
COCYLMCTOrO0 Xupypra.

MomMnUmo creundunyecknx 0CNoXXHEHUNA, y 6epeMeHHbIX
C Me3eHXUManbHbIMW QUCMNIA3NAMU B 60NTbLLOM NPOLIEHTE
CNy4aeB BCTPEYANUCh aKyLIEPCKME OCNOXHEHUS: Yyrpo3a
npepbiBaHns 6GepPeMEHHOCT B pas3fiMyHble CPOKW — B
57,1% cny4aeB; paHHWUIA TOKCUKO3 — B 26,8%; NCTMUKO-
LiepBuKanbHas HeJ0CTaTO4HOCTb, NOTPe6OoBaBLLAA Hao-
)KEHWS LUBOB Ha LWeNKy MaTkn — B 16,1%; npeaknamncus
— B 46,4%; rectaunoHHbli nuenoHedpnut — B 16,1%;
NpeXxxaeBpeMeHHas 0TC/0iKa HOPMalibHO PACMOSIOXEH-
HOM nnaueHTbl — B 23,2%; NpexaeBpemMeHHOe WU3nnuTue

0KONonnoaHbIx Bog — B 46,4%. Kpome TOro, oTMeyeHa
BbICOKas 4acToTa pa3BMTUA (PeTonaLeHTapHon HeLocTa-
TOYHOCTW U BHYTPUYTPOOHON 3a[ePXXKM PasBuTus nNnopaa
-y 78,6% 1 57,4% 6epeMeHHbIX.

BO3MOXHbIMW MPUYMHAMU BbICOKOIA 4acToTbl (PeTo-
MMaueHTapHoON HEeJ0CTaTOYHOCTU U BHYTPUYTPOOHOW
3aJepXKKN pasBuTUA NNoAa y GepeMeHHbIX C Me3eHXu-
ManbHbIMW Aucnnasusmi 6o XpoHuyecknii  [BC-
CUHAPOM, NaTosiorns COeLMHUTENbHOTKAHHOTO KOMIO-
HEHTa COCYLOB MAaTO4YHO-M/ALLEHTapHOro KOMMJeKca,
NPUBOASALLUME K HApPYLWEHMID MaTOYHO-NNALEHTAPHOIo
KPOBOTOKA, @ TaKXe BPOXAEHHbIE aHOMASIM Pa3BUTUSA
nnofa, ofHako AaHHas npobnema Tpebyer AanbHenrLumnx
nccnefoBaHuim.

[lethekTbl B CUCTEME remocTasa 06HapyXeHbl y 69,6%
OepeMeHHbIX C Me3eHXUMarnbHbIMK AUCANA3UAMN: Y
35,7% — noBblLIeHNe yHKLMKM Tpom6bouuTos, ¥ 32,1% —
CHIDKEHNe oyHKLMWU TPOMOOLNTOB, Y 55,4% — NpuU3HaKu
BONHOO6pa3Horo TedeHus [BC-cuHgpoma, y 7,2% -
cuHapom Bunne6paHpa. Mpu 06HApYXeHUM MapKepoB
OBC-cungpoma B Ill TpumecTpe U NOCNepofoBOM nepu-
OZie 1CMoJb30BANIMCL NPOUNAKTUYECKME [03bl hpaKCH-
napuHa (2850 ME nofikoxHo 1 pa3 B CyTKn).

Takum 06pasom, pesynbTaTbl HACTOALLErO MCCNefoBa-
HUS, a TaKXXe [aHHble SIMTepaTypbl CBUAETENIbCTBYIOT O
CMELUaHHOM TeHe3e TPOMOOremMopparM4Yeckmx Hapylue-
HUA Yy GOMbHBIX C ME3eHXUMAbHbIMI ANCNNA3NAMN —
MOMUMO [MCNa3nn COCYAUCTOI CTEHKN BOMbLUYI POSib
UTPAIOT HAPYLUEHMS B CUCTEME remMoCTasa, YTo yKasblBaeT
Ha Heo6X0AMMOCTb Pa3BEPHYTOr0 reMOCTa3noNoruye-
CKOr0 UccnegoBaHus B AUHaMuKe 1 npoBedeHns gudde-
PEHUMPOBAHHON Tepanuu B 3aBMCUMMOCTU OT TUMA Hapy-
LEHWA 01 NPOPUNAKTUKI KaK TPOMOOTUYECKMX, TaK W
reMopparn4eckux 0CII0XXHeHNiA BO BPeMA 6epemMeHHOCTH,
pOAopaspeLleHns 1 MocrepofoBOM nepuome y Takux
O0JIbHBbIX.

94,6% 6epeMeHHbIX C Me3eHXUManbHbIMIU ANCNIA3Nn-
AMU ObINN POAOPA3PELLIEHbI MYTEM Onepauui Kecapesa
ceyeHns. OCHOBHbIM MOKa3aHWEM K omepaumn Obin puck
reMopparnyeckux OCIIOXKHEHWA W pa3pbiBOB MaTKM W
NPOMEXHOCTW NpW POAax 4epe3 eCTeCTBEHHbIE POJ0BbIE
NyTW, a TaKXXe COYeTaHue COMATWUHECKOW MaTosiorun ¢
aKyLLepCKUMKU NOKa3aHUAMU. Takxe npuHMManach BO
BHUMaHWE BO3MOXHOCTb 0OECMevyeHns CTabubHON
reMOAMHAMUKI 1 Ny4LIero remocrasa Bo BpeMs onepa-
LIM KecapeBa CeHeHus.

Y 67,3% 60nbHbIX BO BpEMs Onepauun Kecapesa ceye-
HWUS OTMEYanacb MoBbILLIEHHAs KPOBOTOYUBOCTb U3 COCY-
[I0B MEJIKOr0 U cpefiHero kanmépa. Bo Bcex cnyyasx nepu-
OMnepaunoHHO NPOBOAMICA MOHUTOPWUHI CUCTEMbl FemMo-
cTa3a. [Ana KOppekuun remopparnyeckmx OCNOXHEHMWI
1CNOJIb30BANNCH CBEXE3AMOPOXXEHHas nnasma (B npep-,
WHTpPa- 1 NnocneonepauyoHHOM nepuofax) n TpaHekcamo-
Baf KMC/OTa (MECTHble anniukauuu U BHYTPUBEHHOE
BBeJeHue). 3T0 MO3BOMMNO BO BCEX CNy4vasx U36exarb
TSKENbIX KPOBOTEYEHWA BO BpeMsi OMepauuy kecapesa
cevyeHns. [pn popopaspelleHnUn 4Yepe3 ecTeCTBEHHbIE
pofoBble NyTh (y 3 BEpeMEHHbIX C CUHAPOMOM 3nepca-
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[aHno B Hawem mMccrefoBaHun, a Takxe NpPWU aHanuse
NCXOLOB Mpedblaylux 6GepeMeHHOCTe) 0TMeyvanuch
rny6oKue pa3pbiBbl MATKUX TKAHE NMPOMEXHOCTH, LIEKN
MaTKN U MacCMBHbIE KPOBOTEYEHUS.

OcnoXxHeHns NocnepofoBoro nepuoja Haba[annchb
y 69,6% nauMeHTOK K BKHYaNM METPO3IHAOMETPUT
(17,9% cnyyaeB), 3aMefJIeHHYIO WHBOMIOLNIO MaTKW
(19,6%), cepomy nocneonepaunoHHoro wea (19,6%),
3aMe/IeHHYI0 penapaumio paHbl ¢ 06pa3oBaHNeM HenoJ-
HOLIEHHOro atpodouyHoro pyéua (16,1%), rematometpy
(1 naumeHTka ¢ cuHapomom MapdaHa), MaccuBHOE No3a-
Hee MOCNepoaoBoe KPOBOTEYEHWe, nNOTpeboBaBLLEE
aKcTMpnaumn matku (1 naumeHTka € CUMHAPOMOM
MapdaHa) » HanoxeHus KnemMM Ha LWenKy MaTtku
(1 naumeHTka ¢ cuHapomom dnepca-Lanno nocne poaoB
4epe3 ecTeCTBEHHbIE POLOBbIE MYTH), PACX0XEHNE LWBOB
Ha MPOMEXHOCTU (2 POAMNBHULBI C CUHAPOMOM 3iepca-
[laHno nocrne poJoB Yepes ecTeCTBEHHbIE POAOBbIE NYTH).
B cBA3K C BbICOKOW 4aCTOTOW OCNIOXKHEHWIA NOCNepoao-
BOr0 nepuoja y 60JbHbIX C Me3eHXUMalIbHbIMI Ancnna-
3UAMWU  Mbl  CHUTAEM  LeJIecoo6pasHbIM  YBeNNYeHue
ONNTENbHOCTU HAGMIOAEHMS 32 TaKMMU MauyueHTKamu B
nocnepofoBOM nepuoge.

O6Hapy>xeHa BbICOKas 4acTOTa nepuHaTanbHOM naTo-
NOTUA Y HOBOPOXKAEHHBIX OT MaTepert C BPOXAEHHbIMM
3a00M1eBaHMAMI  COBOUHUTENIbHOR TKaHW: B 33,3%
CNydasx poAMNUCL HeAOHOWeHHble fetn, 57,4% - B
cocTosiHUM runotpodumn, 29,6% — B COCTOAHUM actnK-
cum, 31,5% — ¢ aHOManuaMU pasBuTus.

MakcnmarnbHoe KOMM4YeCTBO HEAOHOLIEHHbIX [JeTel
(40,9%) popunocb OT Mateper ¢ CMHLPOMOM 3rnepca-
[anno. Bo3aMOXXHOW MpUYUHORA 3TOTO SABNAETCSH BblCOKas
4acTOTa WCTMMUKO-LEPBNKANIbHOW HEA0CTaTOYHOCTM U
NPeXAeBPEMEHHOr0  U3NUTMA  OKONONNOAHbIX BOA B
[aHHOW rpynne 6epeMeHHbIX. Takum 06pa3om, Nnosny4eH-
Hble HaMW [aHHble NoKasanu, 410 60/bHbIE C BPOX[EH-
HbIMM 3260/1€BAHNAMM COEANHUTENLHON TKAHW NPEeCTaB-
NAT COB0M rpynny BbICOKOr0 pucka no nepuHatanbHom
3a60/1€BaeMOCTM, B TOM YUCIE MO 4aCTOTE BPOXKAEHHBIX
AHOMaNIMiA Pa3BUTUS, 4TO CBUIETESIbCTBYET O HEOOXOAM-
MOCTM MEeAMKO-TEHETUHECKOr0 KOHCYNbTUPOBAHNA Ha
aTane niaHMpoBaHMs 6ePeMEHHOCTU WS NpeHaTasbHO
ANarHoCTUKM BO BPeMsi 6epeMEHHOCTI.
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