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BUHHULKWA HAaUVMOHaNbHbI MeanunHCKNiA yHueepcnteT umendn H.U. Muporosa (yn. Muporoea, 56, r. BuHHMua, YkpanHa,

21018)

OCOBEHHOCTU TEMEHUA BEPEMEHHOCTW U POOOB MNMPU CUHOPOME

QNIEPCA-OAHJTIOCA

Pesiome. B crarbe npeacrasneH 0630p COBPeMEHHON OTE4eCTBEHHOM 1 3apyBexXHOM INTeparypbl, OTPAXAOLLME OCOBEHHO-
CTU TEe4EeHNS U BeAEHUS 6epeMeHHOCTH 1 POAOB Y XEHLUMH, CTPaAAIOLLMX CUHAPOMOM Snepca-/aHsioca.
KnioueBble€ CNOBA: 6epemMeHHOCTb, poabl, cCuHAPOM 3nepca-LaHioca.

BeepneHve

Ha npoTsaxeHun nocnegHux net OCHOBHOM NPUYNHON
MaTepPUHCKOM CMEPTHOCTU SIBNSIETCS 9KCTpareHnTaibHas
naTonoruns, NpuUYyeM yauwe peaKkoBcTpeyarLwascs, kak
Hanpumep, cmHapom dnepca-AaHnoca. K coxaneHuio,
MHOIMe akyllepbl-rMHEKONIONN U Bpadu Apyrux cneuu-
albHOCTEWN BMEpBble CTANKMBAIOTCA C 3TOW MaTonorne.
CuHpgpom dnepca-LaHnoca (JaHno), Takxke M3BECTHbIN
KaK "rmnepanactnyHoctb koxmn" ("Cutis hyperelastica”),
HEeCOBEPLUEHHbIN AeCMOreHes3, HeCOBEPLUEHHbIN AeCMO-
reHes PycakoBa, cuHapom YepHorybosa-3nepca-aHnoca,
Me3eHXMMasibHas AUCNIa3ns COeaMHUTENbHOW TKaHW -
rpynna paccTpoMCTB, KOTOPbIE B CBOEN OCHOBE MMEIOT
nedekT coeaMHUTENbHON TKaHW 1 obLume KIMHn4Yeckme
4yepThl, BKJIKOYAs Takme, Kak MosiBJIEHNEe CUHSAKOB, rnunep-
MOOUILHOCTb CyCcTaBOB (Pa3bonTaHHOCTbL CYCTaBOB), pa-
CTArMBaEMOCTb KOXW (rMNepanacTUYHOCTb UKW BSIOCTb).
CMHAPOM HasBaH B YeCTb ABYX AEpPMatosioros, WAEHTU-
dbnumpoBasLINX ero B Hadane XX Beka: dasapaa dnepca
(1863-1937) ns OaHun n N'eHpn AnekcaHgpa [daHnoca
(1844-1912) n3 dpaHumn.

MMnepanactnyHasa koxa u rmnepmMobunbHOCTb CycTa-
BOB SIBJISIIOTCS PEe3Yy/IbTaTOM FreHeTUYecknx U3MeHEeHUN’,
KOTOpble CNOCOOCTBYIOT BOCMPOW3BEAEHWIO NATOI0rNYec-
KOro konnareHa (Tak HaselBaemoro "knes” TkaHen). B 2001
roay y4eHbiMn Bblna oOHapyxeHa HoBas popmMa AaHHO-
ro Buaa CMHAPOMa, MPUYNHO KOTOPOW SIBNSIETCS FrEeHEeTU -
yeckasi NaTtonornsa nNPoTemHa, OTJIMYHOrO OT KOJareHa,
KOTOPbIN TakXe MrpaeT posb Npu "cknemBaHnmn" KNeTok
TKaHW (BKOYAA KOXY, CYXOXMIINSA, MbILLULbl U KPOBEHOC-
Hble cocygbl). MNaTonorua aToro NPoTenHa, Ha3biBaeMoro
TUHACUMHOM, Takxke NPpUBOAUT K MOSIBJIEHUIO CUHAPOMA.

Pasnuyatot cnegytowime Tmnsl cnHgpoma dnepca-LaH-
noca [Makauapus, tOpaesa, 2006]:

Knaccuyecknin Tmn (npexae kak tunol | u 1) - nopaxa-
eT 2-5 yenosek Ha 100 Tbicsi4, 0OYCNOBNIEH ayTOCOMHO-
OOMUHUPYIOLWLMM MEXaHM3MOM, 3aTparmBaeT KosinareH
Tuna 1 n V COL5A1 n COL5A2. MpuaHakaMmn Knaccm4yec-
KOro TMna sIBAATCA rMNepMoOuniIbHOCTb CYCTaBOB (pas-
OoNTaHHOCTbL), BANasi, TOHKas, rnagkas, ¢ GUoneToBbIM
OTTEHKOM KOXa, 06pa3oBaHMe CUHAKOB NMpu Manemnwiein
TpaBMe, MOJIIIOCKOBUAHbIE MCEBO0OMNYX0NN, ANCIoKaums
CYCTaBOB W CKOJINO3, TMNOTOHUS MbILLUL,, MPOSIBIEHUS TU-
NeppacTIXXUMOCTN KOXM (FPbIXM, UCTMUKO-LIEPBUKaNTbHas
HepocTaTo4yHocTk) [Malfaint et al., 2010].

MnepmobunbHbI TN (Npexae kak Tmn lll) - nopaxa-
etca 1 yenoBek Ha 10-15 Thica4, oOycnoBneH ayToCcoM-
HO-OOMMHAHTHBIM MEXaHM3MOM, MyTaumus He U3BECTHa.
OCHOBHblEe CMMIMTOMbI: FEHEPAIN30BAHHAs TMNepPMobub-
HOCTb CYCTaBOB, MMMNepPaNacTUYHOCTb KOXW, TOHKas rnag-
Kasi koxa. JononHuTenbHble: peuavBupylowme BbiBUXM
CyCTaBOB, XpOHuU4eckme 60nm B 061aCT KOHEYHOCTEN U
CyCTaBOB, ceMeliHbli aHamHe3 [Sikka, Bahadur, 2008].

Cocyanctbin TMN (npexae kak tmn IV, apteprnanbHas
dopma) - nopaxaetca 1 yenosek Ha 100 000 (560 000),
Bbl3BaH ayTOCOMHO-AOMUHAHTHLIM OEe(dEKTOM B CUHTE3E
konnareHa tmna lll COL3A1. Onsa atoi dopmMbl cuHapOMa
XapaKTepHbl CMOHTaHHbIE, BHE3arHble PaspbiBbl apTEPUIA,
KMLWeYHnKa, MaTkn (apTepuanbHO-KMULWEYHO-MaTOuYHasa
XPYNKOCTb), KOTOPbIE MOryT MPUBECTM K CMepTh, 06paso-
BaHMWe aHEBPU3M, Takxe Bsanas, ToHkas, 6negHas v npo-
3payHast koxa (MOXHO BUAETb BEHbI Ha rpyan), PacTsXu-
MOCTb KOXW pas3fiIM4HOM cTeneHun. XapakTepHoe Anuo
(6onbluMe rnasa, MasieHbk1Uin NOABOPOAOK, TOHKME TyObl
M HOC, MSITKME YLUW), MaJleHbKMIA PpOCT. JoNnoNHUTENbHBIE:
rmnepmMobuIbHOCTb MESIKMX CYCTaBOB - NaslbLibl PYK U HOT,
pPaspbiBbl MbILLL, U CYXOXUIINIA, KOCONANoCTb, BapMKO3-
HOe pacllMpeHne BEeH, CEMENHbIM aHaMHe3, BHe3anHas
cMepTb Yy 6IM3KNUX POACTBEHHUKOB. dTa dopma Hacne-
[yeTcsi N0 ayTOCOMHOMY-AOMUHAHTHOMY U PeLLeCCUBHO-
My T1uny [Germain, 2007].

OTOT TMN ABNSETCA CamMOli ONacHOW Pa3HOBUOHOCTbIO
cuHppoma. lNMpoBeaeHHbIe nccnegoBaHns onpenensior
OXVAAEMYIO MPOJOSIXKUTENBHOCTb XU3HU NPUMeEPHO B 48
net. Tem He MeHee, 3Ta uMdpa BEPOSATHO MCKAKEHA U
OCHOBaHa Ha dakTe, 4TO 3TOT TUN (Kak BCe OCTallbHble
TUNbl CMHAPOMA) YacTO ANarHOCTUPYETCS MOCMEPTHO.
OCHOBHOI MeTOA ONarHOCTUKM - MONEKYNSIPHbLIN aHann3
- onpepeneHne mytaumm B reHe, kogupytowem Il Tnn
konnareHa (COL3A1), pacnonoXeHHOM B AJIMHHOM nfe-
ye 2-1 xpomMmocombl (2924.3-g31) [Germain, 2007].

Tun knoockonmos (npexae kak tun VI) - onucaHo
okono 60 cnyyaeB, aedekt depmMmeHTa NM3nHrnapanasbl.
OCHOBHblEe CMMIMTOMbI: FEHEPAIN30BAHHAs TMNepMobub-
HOCTb CYCTaBOB, TSIXXeJiasl MbllLEeYHasi T’MNOTOHUS B OET-
CTBE, NPOrpeccupyioLnii CKoIMos, NPUCYTCTBYIOWMNI C
POXAEHWS, NCTOHYEHNE W XPYNKOCTb ckiepbl. JononHu-
TesNbHbIE: XPYNKOCTb TKaHel, KPOBOTEYEHUS NpU Maneli-
LWNX TpaBmax, pa3pbiBbl apTepuii, mapdaHonaHbin de-
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HOTMM, OCTEOMNEHMS NO AAaHHbIM PEHTrEHOBCKOro mccne-
[OBaHUA, CEMENHbIN aHaMHe3 cpean bpaTbeB U CecTep.
OT1a popma nepepaeTcs Mo ayToCOMHO-AOMUHAHTHOMY U
ayTOCOMHO-PELLECCUBHOMY THNY.

Tun aptpokna3un (npexae tvin VIIB, apTpoknasuiiHasa
MYJIbTUKOMIMIEKCHAA MMOTOHUS) - onucaHo okono 30 cny-
yaeB, B OCHOBe - gedekT konnareHa tuna 1 (aepuumt
npo al- uam nNpo a2-uenen KonnareHa B pesynbTare ae-
neunmn V1 sk3oHa B reHax COL1A1 nnn COL1A2). OcHoB-
Hble CMMMATOMBbI: BbIP2XEHHAs reHepann3oBaHHas rmnep-
MOOUNBHOCTbL CYCTaBOB C MOABLIBMXaMW, OBYCTOPOHHWUI
BPOXAEHHbLIV BbiBUX 6eapa. BonbHble ¢ aTolh popmoli
0©0/1€3HN MaJIEHBKOr0 POCTa, Y HUX HabNaaeTCs BblCO-
Kasi ’rMOKOCTb CYyCTaBOB U AMCioKaumK. MIameHeHns Ha Koxe
TaKkke pasnuyHbl. Hacnepyetcs no ayTOCOMHO-O0MMUHAH-
THOMY N @yTOCOMHO-PELECCUBHOMY TUMY.

Tun pepmocnapakcuc (npexae kak Tun VIIC) - onnca-
Hbl eanHNYHbIE cnydam - okono 10, B OCHOBe - HeJocTa-
TO4HOCTb N-KOHLEBOW NMpOKOofareH-nentTuaasel B Konna-
reHe | Tuna. OCHOBHbIE CMMMNTOMbI: BbIP@XEHHasa Xpymn-
KOCTb KOXW, nMpoBucatollas, "nanuwHaa” koxa. Jonon-
HUTENIbHbIE: MAMKasa pPbixaas KoXa, KPOBOTEYEHMS Npwn
Manenwnx TpaBmMax, NPexaeBpPEMEHHbI pa3pbiB NA0A-
HbIX 00605104€eK, FPbiXU. AYyTOCOMHO-AOMUHAHTHbLIA N pe-
LLECCMBHbIN TN HAaCNeaoBaHUS.

Twun HepocTtatka TuHacuuHa-X. Mpu gaHHoM dopme
HabnogaeTcs rmnepmMobunbHOCTL CYCTaBoOB, rMnepanac-
TUYHOCTb KOXM U XPYNKOCTb TKaHeN. N3MeHeHNs KOXun
Noao6Hbl N3BMEHEHUSM, KOTOPbIE MOXHO YBUAETb Npu
knaccuyeckom dopme 3abonesaHus. Nepenaetcs no ayTo-
COMHO-PELECCUBHOMY TUMY.

[pyrne pegkne BapuaHThbl:

- V Tun (NpuCyTCTBYIOT OCHOBHbIE KIMHUYECKNE NPU-
3HaKWM KNaCCMYeCKOoro Tmna, HO MeHee BblPaXEHHbIE, Ha-
cnepyetcs No X-CUENAEHHOMY TUny);

- VIl Tun (NnepnogoHTaNbHbIN): KNMHNYECKUE NPU3HAa-
KM CXOAHbI C NPU3HaKaMm KNnacCm4eCckoro Tmna nitoc xpyn-
KOCTb OE€CEH, HacneayeTcs ayTOCOMHO-AOMUHAHTHO;

- X Tnn: NMeKTCs OCHOBHbIE NPU3HAKM KNAaCcCU4EeCKO-
ro CUHAPOMA, BbIDKEHHbBIE B MEHbLUEN CTEMEHU, COMPO-
BOX/JAeTCs HapyLLeHeM arperaunm TpomoéoumTos. Mpen-
nonaraeTcs ayToOCOMHO-PELECCUBHOE HacnegoBaHueE.

BonesHn 6bi1n BbiSIBNEHbI B OTAENbHbLIX CEMbSIX.

OCHOBHOI MeTOA, ANarHOCTUKM - BUOMCUS KOXM C NOC-
nepyumnm JHK-ncenegosaHnem [Malfaint et al., 2010].

CvHAOPOM NeYnTbCa B COOTBETCTBME C TEMU NPOSIBIE-
HUSMM 6oNe3HU, KoTopble HABNIDAATCS Y KaKAOro na-
uMeHTa B OTAeNbHOCTU. BaxHOo He gonyckaTb Kakoro-nnéo
NoBpexaeHns Koxun. Npu TpaBMUPOBaHUN HEOOXOONM
TWAaTEeNbHbIN YX04, Kak U Npn nHnUMpoBaHmn. Hanoxe-
HME LWBOB MOXET OblTb O4EHb TPYAHbLIM, T.K. KOXa O4EeHb
yyBCTBUTENbHA. Takke crnenyeT usberatb NOBPEXAEHUN
cyctaBoB. Bpems oT BpeMeHu, HeobxoaMmMo Gpukcmpo-
BaTb CYCTaBbl, BbINOSHATb YNPaXHEHUS, KOTOPbIE yKpen-
NS0T MblLWLUbl U NOAOEPXMBAIOT CYCTaBbl, YTOObI CHU3UTb
nx nospexaeHune [Sikka, Bahadur, 2008].

Llenbto Hawel paboTbl CTaNO U3Y4NTb HA OCHOBE [aH-
HbIX MTepaTypbl OCOOEHHOCTUN TeYeHUs N BeaeHus Ge-
PEMEHHOCTU U POJOB Npu cnHapome dnepca-LaHnoca.

OcobbIli MHTEPEC NPeacTaBNAEeT BONPOC TEHEHUSA U
BeaeHns 6epeMeHHOCTM U POAOB NMpPW CUHAPOME dnep-
ca-fannoca. Tunsl | u IV cuHapoma cunTatoTcs Hambonee
HebnaronpuaTHbIMK j19 6epemeHHocTn [Germain, 2007].
MatepuHckaa cmepTHocTb Npu Tune IV goctmuraet 10-25%.
TeyeHne OCHOBHOro 3aboneBaHus, kak NpPaBuIo, yXya-
waeTtcs. OcobeHHO BbICOKa BEPOSATHOCTb Pa3BUTUS TPOM-
BGremMopparnyeckux oCnoXHeHuin BO Bpemsi 6epeMeHHOo-
CTM N poJax B CBA3WN C reMogviHaMmmn4yecknmn (ysenmnye-
HVe oObema LMPKYNMpPYIoLLE KPOBU U CEpAeYHOro Bbld-
poca) U ropMOHasbHbIMUK (BO3AENCTBUE 3CTPOrEHOB U
nporectepoHa) apdekTamm Ha CTEHKM NaToNorm4yeckun
M3MEHEeHHbIX cocynoB. Bo3aelicTBUSA Ha CTEHKY COCY[O0B
MOryT NPMBOAUTL K UX Aunartaumun, paccrioeHunto, paspsbl-
BaM, YBENIMYEHUIO B pasmepax nnm GopMUPOBaHMIO HO-
BbIX NMaTOI0rM4YECKMX COCYAMNCThIX aHAaCTOMO30B (Manbdop-
Mauuu). Kak npaBuio, BOBEKAIOTCA apTePUnN CpeaHero
kannbpa. Pa3pbiBbl apTepuii 4acTo BO3HUKAIOT 6e3 ka-
KOW-TO onpeaeneHHON NPUYMHbLI U TPEBYIOT HEOTNOXHO-
ro XxMpyprmyeckoro smeluarenscraa [Ata, Anhtar, 2008].

OnHnM 13 Hanbornee 4YacTbiX NPOSBAEHUIA CO CTOPO-
Hbl COCYOOB FOJIOBHOIO MO3ra sIBASIIOTCS KapOTUAHO-Ka-
BEPHO3Hble GUCTYNbI. HacToTa BHYTPUYEPENHbIX KPOBO-
MU3NNSHUI cocTaBnsaeT okono 4%. B nonoBuHe cnyyaes
NPOVCXOONT Pa3pbliB paHee CyLLECTBOBABLUMX aHEBPU3M
[Germain, 2007].

Mpwn 1V Tune cuHgpoma TaKke HabnogaeTcs amnaTa-
LMs, paccroeHne n paspbiB aopThl, MHOMAA pPaccnoeHne
MOXeT npouncxognTb 6e3 npeasapuTenbHON aunsatauum
[Elkayam, Gleicher, 1998].

Mockonbky konnareH lll Tuna aBngeTca ogHMM U3 OC-
HOBHbIX KOMNOHEHTOB cTeHOoK XXKT, y nauMeHTOB C CUHA-
pomom dnepca-LaHnoca 4acTo BCTPEYaETCH CNOHTaHHas
nepdopaumsan 1 paspbiBbl KULWEYHUKA. B 6onblUMHCTBE
clly4aeB B NMPOLECC BOBNEKAETCS CUTMOBMAHAS KULLKA,
O[HaKO onucaHbl Takxke nepdopaumm TOHKON KULIKN K
xenygka [Ata, Anhtar, 2008; Dutta et al., 2011].

MoMnmo crneumpunyecknx OCnoXHeHNn y bepemeH-
HbIX C ME3EHXUMalNbHbIMU AMcnnasmsaMmm B 60JbLIOM
NPOLLEHTE CNy4yaeB BCTPEYA/IMCh aKyLLEPCKNE OCNOXHE-
HUWS: Yyrpo3a 1 CMOHTaHHOE NnpepbiBaHne BepemMeHHOCTU
Ha pasHbIX Cpokax (Hanbonee 4acTo NO3AHUE BbIKMObILLIN
M nNpexneBpeMEHHbIe poabl B Cpoke 22-25 Hegenb Ha
dOHEe NCTMUKO-LLEPBUKAIbHON HEAOCTAaTOYHOCTI) - MOPSIA-
ka 50% cny4aeB, nnaueHTapHasa ANCHYHKUMSA N BHYTPUYT-
pobHast 3agepxka passuTua nnoja - 78% un 57% 6epe-
MEHHbIX, Npeaknamrncusa - B 46%, npexaoeBpemMeHHoe U3-
NINTME OKONOMNOAHbLIX BOA, - B 46%, paHHUI recTtos - B
26%, NpexaeBpeMEHHas OTC/oKa HOPMaJlbHO pacnono-
XXEHHOW NnaueHTbl - B 23%, NCTMNKO-LIEPBUKATIbHASA He-
[OCTaTO4YHOCTb, NOTpebOoOBaBLLAsA HANOXEHUS LIBOB Ha
wemnky matkm - B 16% cnyvyaes [Makauapus, lOnaesa,
2006].
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JedekTbl B cuctemMe remoctasa obHapyxeHbl B 70%
cny4yaeB: y 35% noBbiweHne GYHKUUM TPOMOOLMTOB, Y
32% cHuxeHne GyHKUMN TpoMboumToB, Y 55% npuaHaku
BOMIHOOBGpasHoro TedeHnsa OBC-cnHapoma [Cepos, Maka-
uapus, 1987; CyxaHosa, 1993].

Takke onmcaHbl Ciydam CMOHTaHHOrO paspbiBa MaTku
BO Bpemsi 6epeMeHHOCTM 1 popax [Ata, Anhtar, 2008].

O6HapyXeHa BblcOKasi 4acToTa NepuHaTaibHON narto-
JIOrMN Y HOBOPOXAEHHbIX: HEAOHOLEHHOCTb - B 33% cny-
yaes, rmnotpodusa nnoga - y 57%, B 30% - acpukcusa
HOBOPOXAEHHOro, B 32% - aHOMannmn pasBuTUs, HEPEaKO
MMEeIOT BPOXOEHHbIV BbIBUX Ta300eApEeHHbIX CYCTaBOB U
nceBaonapes njievyeBoro Hepea.

OcnoxHeHns NocrnepoaoBoro nepuoga: cybuHBOMO-
umio matkn - 19%, metposHaomeTput - 17% cnyyaes, 3a-
MeL/IEHHYIO penapauuio paHbl ¢ o6pas3oBaHMe HEMOJIHO-
LeHHoro atpodunyHoro pyoua - 16%, paHHue u nosgHue
NnocnepoaoBLlE KPOBOTEYEHMS MOCHe POOOB Yepes ecTe-
CTBEHHbIE POAOBLIE MYTU, PACXOXAeHMe LIBOB Ha Npo-
MEXHOCTW, pacxoxaeHune kocten Tasza [Makauapus, lOnae-
Ba, 2006].

Mpu nnaHnpoBaHMN 6EPEMEHHOCTU Y BONbHbLIX C CUH-
apomMom Anepca-aHno cnegyeTt yuuTbiBaTb TN CUHAOPO-
Ma 1 NPUCYLLME eMy OCIIOXKHEHUS!, a TaKkke PUCK nepena-
4y 3aboneBaHua nnoay (Tun HacnenosaHus). B ceBaAsm ¢
ayTOCOMHO-A0OMWHAHTHBIM TUMOM HacnieJoBaHUs pUCK ne-
penaym cocyamcToro Tuna cuHapoma dnepca-LaHno nno-
Oy npu Hann4um 3aboneBaHuUs y OOHOro U3 poauTenei
coctaBnseT 50%, No3aToMy Ha aTane niaHMpoBaHus bepe-
MEHHOCTV He0BX0AMMO reHEeTUYEeCKOe KOHCYIbTUPOBaHME.
Ona BbiaBNeHUs nepenaqn 3aboneBaHns naoay MCnosb-
3yeTcsl reHeTUYeckunii aHann3 MyTaumum - BMoncns XopruoHa
nocne 12 Hepgenb 6ePEMEHHOCTU.

Mpwn 1V Tnne cuHapoma Anepca-aHno 6epeMeHHOCTb
npoTtuBonokasaHa [Dutta et al., 2011]. CnenyeTt HacTanBarb
Ha npepbiBaHUN GepeMeHHOCTU Npu gmameTpe aopTbl 40
n 6onee MM. 119 CBOEBPEMEHHOIO BLISIBNIEHUS AUNSTa-
UMM aopTbl BO BpeMs BepeMeHHOCTU cnegyeT NpoBoanTb
3X0-KOHTPOMb AnameTpa aopTbl ¢ 4-8 HedenbHbIM nepe-
pbIBOM 1 6 MecsiueB nocne pogos. Ecnu o 6epeMeHHo-
CTU anameTp aopTbl Obi1 Bonee 45 MM nokasaHa Npodu-
nakTuyeckas nnacrtmka, ecnm Bo Bpemsi 6epemMeHHOCTu
NPOrpeccupyeT aunaTaums aopThl U MA0A, XM3HECTOCOOEeH
NPOBOAAT KECAPEBO CeYeHne (BHavane), 3aTemM naacTmky
aopTbl C y4acTMeM kKapamoxupypra, kapayornora, akylepa
n aHecteaunonora [Elkayam, Gleicher, 1998].

Hanbonee onacHbIM B niaHe remopparn4yeckmx oCrox-
HEHUI AABNSIETCS NOCNeOHUI TpUMecTp 6epeMeHHOCTH.
Bonbliyto npobnemMy y Takmx nauMeHTok npeacraBnsieT
TaKkxke BHe3arHbli pa3pbiB MaTkU. Y TakMX XEHLIMH 4acTo
HabNoJaTCA MacCMBHbIE PaHHME NOCEPOAOBLIE KPOBO-
TEYEHUS, B OCHOBE KOTOPbIX JIEXUT HapyLUEHWNE CTPYKTY-
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pbl CNMpabHbIX apTepuini MaTkn. EQUHCTBEHHbLIM CroCco-
OOM OCTaHOBKM MOA0OHbLIX KPOBOTEYEHUI SABNSETCS MUC-
TepaKTOMMS.

HekoTopkle aBTOpblI pEKOMEHAYIOT AOPOAOBYIO FOCMN-
Tanusaumto 6epeMeHHbIX ¢ CUHAPOMOM dnepca-LaHno co
cpoka 32 Henenn 6epeMeHHOCTU Ans NPUCTaIbHOO Ha-
OnoaeHns N okasaHUsl HeMepJIeEHHbIX Mep B Cly4ae OcC-
noxHeHwun [Lind et al., 2002; Dutta et al., 2011].

Tepanusi reMopparn4ecknx OCMOXHEHWU 3aBUCUT OT
kanmbpa cocyda 1 TaXecTn kpoBoTedeHus. Mpn obHapy-
xeHnn mapkepos OBC-cnHagpoma B Il TpymecTpe n noc-
JIepoaoBOM Mepuoae NUCMoNb30BaIM NpoduiakTuieckme
0o3bl dpakcmnapuHa (0,3 Mmn - NnoakoxHO 1 pa3 B CyTKK)
WU HU3KOMOJEKYNSIPHOro renapuHa B npodunakTnyec-
ko nose 250-300 ME/Kr/cyT. nnn MeHee nog KOHTPONeEM
MapkepoB TpoMmbodunnun n BC. 310 obycnaBnneaeTt He-
06X0OMMOCTb Pa3BEPHYTOr0 reMoCcTa3noorMyeckoro nc-
cnefoBaHus B AgMHaMuke v nposeaeHus puddepeHum-
pPOBaHHOWM Tepanuu 1 CBOEBPEMEHHOIN KOppPeKUUn TPOM-
GoremMopparn4eckmx OCNOXHEHU y Taknx 6onbHbIX [Cy-
xaHoBa, 1993].

Beuay He60nbLLIOro KonM4yecTsa HabNASHUN, ONNCaH -
HbIX B MTeparype, He CyLLeCTBYEeT eOMHON TOYKM 3PpEeHns
OTHOCUTENBHO pPOAopa3peLleHnss 6epeMeHHbIX C CUHAPO-
MoM 3Anepca-LaHno. YunTbiBash BbICOKMIN PUCK Yrpoxato-
LLMX XN3HN OCNIOXHEHUI Npu poaopas3peLleHnn yepes
€CTeCTBEHHblEe poAoBbie NYyTN GONbLIMHCTBO aBTOPOB
NPeAnoYTUTENbHO PEKOMEHAYIOT TakMM NauMeHTKaMm po-
[opaspeLleHne nyTemM onepaummn kecapeBo ceveHne [Ma-
kauapwus, lOpaesa, 2006; Lind et al., 2002; Duttaetal., 2011].
Bcnencteue BbICOKOM 4acTOTbl OCNOXHEHWUI NOCNEpono-
BOro nepmopa LenecoobpasHo yBenmyeHne omtenbHoC-
TW HabNIOAEHMS 32 TakMMK NauMeHTKkaMn B Nocnepono-
BOM nepuope. PekomeHpayeTtcs TuiaTenbHoe obcnenosa-
HVe U guHammnyeckoe HabnoaeHe HOBOPOXAEHHbIX B
CBS13M C BbICOKOW BEPOSITHOCTbIO HacnenoBaHus 3abone-
BaHUS pebeHKoM.

BbiBOObI W LanbHenwunx
pa3paboTok

1. Takum obpasom, cnHapom dnepca-LaHnoca aBs-
eTcs 3aboneBaHMEM, HEraTUBHO BJIUSIIOLLMM Ha TeYeHue
6epeMeHHOCTN 1 POAOB, NMPUBOAALLMM K TSXKENbIM aKy-
LLEPCKNM OCIIOXHEHUAM BMJOTb A0 MarepuHCKOM CMepT-
HOCTW. YunTbiBas 3TO, Ha 3Tane nperpasBnaapHoi Noaro-
TOBKWM HEOBXOOMMO TOYHO OnpenenuTb TUM CUHApPOMA U
BOBPEMS peLlaTb BONPOC O CTEMEHU pUCKa U BO3MOXHOC-
TV BblHAaWWBaHNSA 6EPEMEHHOCTU B KaXKOOM KOHKPETHOM
cnyyae.

B panbHelilwemM Mbl naaHMpyemM n3y4nTb TeHEeHUe noc-
JIepOA0BOro Nepuopa Npu pPasnunyHbix BapuaHTax poao-
paspeLleHmns y XeHLWmMH ¢ cuHapomMmom Anepca-LaHnoca.
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OCOBJINBOCTI MEPEBITY BATITHOCTI TA nosoriB nPu CUHAPOMI ENEPCA-AAHJIOCA

Pesiome. B cratti npeacrasneHnii ornsa Cy4acHoi BiTYM3HSIHOI Ta 3apyOiKHOI aiTepatypu, skuii Binobpaxye ocobamsocTi nepebiry
7a BEAEHHS BariTHOCTI Ta MOJOriB y XIHOK, SIKI CTpaxaalTs Ha cuHApoM Enepca-/flaHnoca.

KnioyoBi cnoBa: BaritHicTb, nosnoru, cuHapom Enepca-/Larnoca.

Starovier A.V.

THE FEATURES OF PREGNANCY AND DELIVERY WITH EHLERS-DANLOS SYNDROME

Summary. /n our article presented a review of modern domestic and foreigner literature about features of pregnancy and delivery
among women with Ehlers-Danlos syndrome.

Key words: pregnancy, delivery, Ehlers Danlos syndrome.
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AHMMOINeEHE3: MOP®OIMEHETU4YECKUE MEXAHU3MBbI, POJIb
MEXKJIETOYHbIX BBAMUMOLENCTBUN

Pesiome. B crarbe npeacrasneH 0630p COBPEMEHHOM nuTeparypsl o npobremMam aHrnoreHesa. ObCyXAatTCs BOMpPOCh!
aHrnoreHe3a rnpu rnpoangepaTnBHbIX MPOLECCax, Ornyxonesom pocte. Ocoboe BHUMaHUE yaes1eHO MOJEKYI5IPHO-OUOIOrMYECKUM
Xapaktepuctrukam aHrmoreHe3a, KieTo4HOo-MarPUKCHbIM B3aMMOLECTBUSIM, BJINSIHUIO Pa3/in4dHbIX POCTKOBbIX QakTOPOB, Takmux
kak VEGF HapocT v pa3BuTmne cocyos.

Knio4yeBble CnoBa: axrnoreHes, peryisaums, ¢pakTopsl pocTa, COCYabl, SHAOTEMH, OryXorb, MPOIMGEpaLms, MexKaeTo-
Hble B3auMOoLAeNCcTBUS.

BBenenune
Mpobnema o6pa3oBaHMs U POCTa COCYOOB SABAAETCS
O,D,HOI7I N3 CaMblX Ba@KHbIX B MatonornMn 4enoBeka. ﬂ,eﬂ-

Llecce aMOPUOHaAIbHOIO Pa3BUTUSA, Tak 1 MPU 3KNBIEHUN
paH, NHKaNCYNAUUMY NHOPOOHbLIX Tes, POCTe Onyxonen, a

TEeNbHOCTL JI0H6Oro opraHa HeBO3MOXHa 6e3 anekBaTHoM
[OCTaBKW NUTaTeNbHbIX BELIECTB U CBOEBPEMEHHOMO yaa-
JIeHUs NPOAYKTOB 0OMEHa, 4eM MOCTOSIHHO 1 3aHMMaeTCs
KpOBEHOCHasa cuctemMa. PasBuTne opraHoB 06a3aTenbHO
BKJIIOYaET B cebs aTan 06pa3oBaHMs in Situ KPOBEHOCHbLIX
COCY[IOB.

AHrMoreHes COOTHOCUTCS C Pa3BUTUEM COCYAOB MyTeEM
BpacTaHus 13 yXe cchOopMMPOBaHHbIX COCYIOB, KaK B MPO-

TaKke ¢ TpaHchopmaLmen cocyaoB Npu HeEOBXOAMMOCTHU
OKOMbHbIX MYyTEN KPpOBOTOKA UMM B Cllydae nepecanku op-
raHoB [Folkman, 1995; Wheeler et al., 1995; Dhanabal,
Sethuraman, 2006; Augustin, 2008; Ashino et al., 2009].
KpoBeHOCHble cocyabl BO3HUKIN B pe3yfibTate 3BOJI0-
UMM B OTBET Ha NOTPEeOHOCTb B AOCTaBKE KuMcnopoaa u
NpPoYnX pasHOObpPa3HbIX CybCcTaHLUMIA K KOMMOHEHTaM MHO-
rOKNeTo4YHbIX opraHnamoB. COOTBETCTBEHHO, MPU POCTE
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