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JIMCILIa31s COEAMHUTENBHON TKAHU — 9TO ITeHETHYECKHU IeTEPMUHMPOBAHHOE COCTOSHHUE, XAPAKTEPU3YIONIEeCs HAPYIIEHHEM CTPYKTYPHOI OPraHM3al[MU U CHHTE32 OCHOB-
HBIX KOMIIOHEHTOB COCJMHUTE/IBHOM TKAHMU. PACIPOCTPAHEHHOCTh HECHHPOMHBIX (pOpM KpaitHe BBICOKA ¥ 10 46,0-72,0% 06yC/I0BIeHA KODAKTOPHBIM JIeDUITOM Mar-
Hu. TUIMYHBIMU AKYIIEPCKUMU OCTOKHEHHAMH IIPH CHHAPOMe diepca—JlaHioca ABsSIoTCs KPOBOTeUeHHE, PaHHee (POPMUPOBAHKE HCTMHUKO-IIEPBUKATBHON HEJOCTATOY-
HOCTH, TIPEA/IEBPEMEHHBIE  CTPEMUTE/BHBIE POJIbL, 3/I€PKKA POCTA II0/2, CAM(DU3HONATHSA, Pa3PIB IOHHOTO COWIEHEHHS, Pa3PhIB IIPOMEKHOCTH, CTIOHTAHHBIE Pa3PhIBBI
KOJM, BIATa/IMIIA U BHYTPEHHHX OPI'aHOB, IIOCIEPOJOBbIE KPOBOTEYEHHA U HECOCTOATENBLHOCTD MBIIII] TA30BOTO {HA, MOYEBOI'0 ITy3bIPS, YPETPBI M IIPAMOX KUIIKY. IIpu cuH-
apome Mapdana B 40% crydaeB pasBUBAIOTCA MIPEKIEBPEMEHHBIN PA3PHIB IIOAHBIX 060/I0YEK, IIPEKAEBPEMEHHBIE PO/IbI M HEBBIHANIMBAHUE OEPEMEHHOCTH HA PAHHUX CPO-
Kax. Marepunckas cMepTHOCTS coctasiser 0,74 Ha 100 ThIC. POJOB M ACCOIMUPOBAHA C paccioeHueM (1%) MaM Pa3pbiBOM aHEBPU3MBI A0PTHI (3%). [Ipr HECUHAPOMHBIX
(hopMax AMCIIA3HU COEAMHUTENBHOMN TKAHH HA 3TaIle IPErpaBuIapHON OATOTOBKM U B TeYEHHUE BCeH GEPEMEHHOCTH MOKA3aHO HA3HAYEHHE NIPENAPATOB MATHHA.
Krrogessie 10Ba: [UCIIIA30s COEHHUTEIBHON TKAHH, IPErpaBu/iapHas MOATOTOBKA, 6ePEeMEHHOCTb, MATHUIH, CHHAPOM Mapdana, cuuapoM diaepca—Jlanioca, aHeBpU3Ma
20PTBI, IPEKIEBPEMEHHbIE POJIBI.

*katyanikitina@mail.ru

Is rraposanys: Jlo6poxorosa 10.9., boposkosa EM. IperpasuaapHas HOATOTOBKA U BeJleHHE 6EPEMEHHOCTH Y IALMEHTOK C UCIVIA3Uel COeJMHUTENbHON TKAHH. Ti-
Hexomorus. 2017; 19 (5): 44-49. DOL: 10.26442/2079-5696_19.5.44-49

Pregravid preparation and management of pregnancy in patients with connective
tissue dysplasia
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Connective tissue dysplasia is a genetically determined condition characterized by a violation of the structural organization and synthesis of the main components of con-
nective tissue. The prevalence of non-syndromic forms is extremely high and to 46.6-72.0% is due to cofactor deficiency of magnesium. Typical obstetric complications in
Ehlers-Danlos syndrome are bleeding, early formation of isthmicocervical insufficiciency, premature and rapid delivery, delayed fetal growth, symphysiopathy, rupture of
the pubic joint, rupture of the perineum, spontaneous ruptures of the skin, vagina and internal organs, postpartum bleeding and incompetence of the pelvic floor muscles,
bladder, urethra and rectum. Marfan syndrome in 40% of cases develop premature rupture of membranes, premature birth and miscarriage at an early age. Maternal morta-
lity is 0.74 per 100 000 births and is associated with lamination (1%) or rupture of the aortic aneurysm (3%). With nonsynthetic forms of connective tissue dysplasia at the

stage of pregravid preparation and throughout pregnancy, the appointment of magnesium preparations is indicated.
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HapyleHus, plasia — pasBuUTHE, OOPA30BAHUE) — 3TO Te-

HETHUYECKU JICTCPMUHUPOBAHHOE COCTOSIHUE, XapaKTe-
PU3YIOIICECS HAPYIICHUEM PAa3BUTUS COEIUHUTEIBHON TKAaHU
B 3MOPHOHAIBHOM U IIOCTHATAIBHOM MEPHUOAAX U MPOSBIISIO-
meecs Jie(peKTaMH BOJIOKHUCTBIX CTPYKTYP M OCHOBHOTO BETIE-
crBa [1].

CoeAVHUTENBbHAS TKAaHb COCTABIIACT 10 50% MAaCChl TEd U B
OCHOBHOM IIPEICTABJICHA 3KCTPALCIULIOIIPHBIM MaTPUKCOM
(reneobpasHas Cpefid, KOJIJIATEHOBBIE M 3JIACTUYECKHE BO-
JIOKHA) M HE3HAYUTEIbHBIM KOJIMYECTBOM KJIETOK (XOHIPO6Ia-
CTBI, (pUOPOHIACTBI, OCTEOOIACTEI) [1].

JOCT MOpP(OIOrUYeCKU XapaKTEPUIYETCs U3MEHEHUAMU
KOJUIATCHOBBIX, 3JACTUYCCKUX (PUOPUWIILI, IJTUKOIPOTEHU[OB,
HPOTEOITIUKAHOB U (PUOPO6IACTOB, B OCHOBE KOTOPBIX JIE-
JKAT HACJAEAyEMbIE MYTAIlUH I'€HOB, KOJUPYIOIIUX CHUHTE3 U
MIPOCTPAHCTBEHHYIO OPraHU3AITHIO KOJIJIATEHA, CTPYKTYPHBIX
OEJIKOB U OGEIKOBO-YIVIEBO/IHBIX KOMIUIEKCOB, a4 TaKXE (ep-
MEHTOB U UX KOPAKTOPOB. COINIACHO JAHHBIM PAa UCCIENO-
Baruii ipu JICT B 46,6—72,0% BBISIBISIETCS JEPUITAT MATHUS,
YTO MO3BOJISIET PACLICHUBATD €I'O KAK BAXKHOE 3BEHO I1ATOr'C-
He3a 3a60eBaHus. MarHuil HEOOXOAUM YISl HOJJEPKAHUS
CHHTE32 KOMIIOHEHTOB TI€I€OO6PA3HON CpEARl, CHUHTE3A
CTPOUTENBHBIX OEIKOB, OOECIIEUEHNS SHEPTETUYECKUX TIPO-
LIECCOB, CIIOCOOCTBYET 3aMEIJIEHUIO ACIPafialluyd KOJUIAr€Ha
U HOPMAJIU3ALMU OOPA30BAHUA CHIMBOK KOJUIATCHA U 37a-
cTuHa [2].

I]; UCIIA3Us COeUHUTENBHOM TKaHu — JICT (ot nart. dis —
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Kiraccuduxamua JCT
IIpemIokeHO GObIIOE KOMUYECTBO Kinaccudukaumii JICT,

HO B HACTO4IIIEE BPEMS €IMHOI HE CYIIECTBYET. B IpaKTHKE Ce-

MEMHOM MEIUIIMHBI PACIPOCTPAHEH CUHAPOMAJIbHBIN IOJ-

X0/, OCHOBAHHBIN Ha BBIIEJIEHUN Beymux npossineHunt JCT

(rabmn. 1) [1,2].

ITO COBOKYITHOCTH KIMHNYECKUX NTpu3HakoB JCT kiaccudu-

LUPYIOT Ha [3]:

* CHHAPOMHYIO (JU(MPEPEHIIMPOBAHHYIO), KOTOPAsI BKIIIO-
4aeT CUHAPOMBI dnepca—annoca (COI), Mapdana, CTuk-
JIEpa M HECOBEPIIEHHBIA OCTEOI'€HES;

* HECHHJAPOMHYIO (HeaudpepeHIIMPOBAHHYIO), IPE/ICTAB-
JIEHHYIO Map(aHOUJHBIM, 371€PCONOAOOHBIM U MASS-10106-
HBIM (peHOTUIIAMU. [IPOSABICHUIO 3TUX COCTOAHUM CIIOCOO-
CTBYIOT KO(DAKTOPHBIE ITOJIOMKH, TAKHE KAK JE(PUITUT MATHUSL.
MapdanonHeld HEHOTUI XAPAKTEPUIYETCA COYETAHHUEM

MPU3HAKOB I'eHepanu3oBaHHoM JJCT ¢ aCTEHUYECKUM TEJIOCTIO-

JKEHUEM, JOIUXOCTECHOMEIMEH, APAXHOJAKTHUINCH, TTOPaXKE-

HHUEM KJIAIAHHOI'O anmapara Cepinad U aopThl, HAPYLIEHHEM

3penust. [1pu a1epconofo6HOM (PEHOTHUIIE OTMEYAETCS COYETA-

HUE MPU3HAKOB reHepann3oBaHHou [ICT ¢ TeHjgeHIen K I'u-

MEPPACTSLKUMOCTH KOXXU U PA3HOI CTENEHBIO BBIPAKEHHOCTU

I'UIEPMOOWIBHOCTA CYCTAaBOB. MASS-noJo6HOMY (hpeHOTUITY

TNPUCYIITN NPU3HAKU reHepain3oBaHHom [ICT, ps HapyeHnun

CO CTOPOHBI CEPALIA, CKEJIETHBIE dHOMAINH, 4 TAKKE KOKHBIE

U3MCHCHUSA B BU/IC MCTOHUYCHUS WIM HAJIUYUA YIACTKOB CyO-

arpocuu [3].
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Ta6nuua 1. CuHapomanbHaa knaccudpmkauua fACT

CuHapom

CuUmMNTOMbI

CVHAPOM HEBPOMOTUYECKIX HapYLUEHIA

BeretaTusHan AnCHyHKUMA (Eel’eTOCOCyIJMCTaH AWCTOHWA, NaHU4eckne aTaKM), reMmukpaxna

ACTEHWNYECKMiA CUHAPOM

CHuxeHre pa6OTOC|'|0006HOCTVI, yXyALeHne nepeHocMMocTun [t)I/ISI/NeCKI/IX W NCMXO3MOLIMOHANBHBIX HArpy30K, NOBbILEHHaA yToMNAe-
MOCTb

KnanaHHblit CUHAPOM

/13onvpoBaHHbie 1 KOM6V]HMpOBaHHbIe nponancbl KnanaHos cepAua, MMKCOMaTo3HaA aereHepauna KnanaHos

TopakoanadparmanbHblii CUHAPOM

AcTernyeckan chopma rpyaHON KneTku, AechopmMaLma rpyaHON KNeTKi (BOPOHKOOBPa3Han, KunesnaHan), NO3BOHOYHMKA (CKONO3, K-
hocKonMoa, runepkicos, runepnopao3)

CocyancTblid CUHAPOM

AHeBpmsma, naTosiornyeckan M3BUTOCTb, BAPUKO3HOE PaCLUMPEHME BEH, TENeaHrMoaKTasuna

V13MeHeHve apTepuranbHOro AasneHna

invonatuyeckan apTepuanbHan r1noTeH3nA

TopaxoawadparmansHoe cepale

ACTEHNYECKMIA, KOHCTPUKTUBHBIN, NOXHOCTEHOTUYECKWIA, NCEBLOANNATALMOHHBIA BapWaHTbI, TopakoamadparmanbHoe NerovHoe
cepaue

ApUTMUYECKNIA CUHAPOM

YKenynoukoBan 1 NpefcepaHan IKCTPACUCTONMA; NAPOKCU3MATBHBIE TaxVapuUTMAM; MUTPALVA BOJUTENA PUTMA; aTPUOBEHTPUKYIAD-
Hble W BHYTPUXENYA04YKOBbIE 6110KAMbI; CUHAPOM NPEABO3GY)XAEHUA XKeNy[04KOB; CUHAPOM YATMHEHUA MHTepBana Q-T

CvHppoM BHe3anHon cMepTit

KnanaHHbliA, COCYAUCTbIA, BPUTMUYECKII CUHAPOMbI

BpoHxoneroyHbii CMHApOM

TaneOﬁpOHXMaﬂbHaﬂ LNCKHE3NA, TaneOﬁpOHXOMaﬂHLlVIﬂ, Tpaxe06p0onmeranMﬂ, BEHTUNALNOHHbIE HapyLIeHWA, NHEBMOTOPaKC

CVHOPOM MMMYHONOTVHECKX HapyLLEHNiA

CVHEPOM MMMYHOAE(ULNTA, aYTOUMMYHHbIA CUHAPOM, NNEPrU4ECKii CUHAPOM

BucuepanbHblit CHApOM

HedbponToa, anctonuma noyek, nTo3 opraHos XKT v manoro Tasa, AnckuHeaua opraqos XXKT, ayoneHoracTpanbHblii 1 racTpoasodia-
reabHblii PecpNioKC, HECOCTOATENBHOCTb CHIMHKTEPOB, ANBEPTUKYN NMLLEBOAA, MPbIXI MULLEBOAHOTO OTBEPCTMA Avadparmbl

CWHEpOM NaTonoriu OpraHa 3peHns

Muonua, acTUrMaTuaM, runepmMeTpoNKA, KOCOrnasne, HUCTarM, OTCONKa CeTYaTKM, NOABbIBIX XpyCTanmMka

['emopparuyeckie remaToMe3eHxUManbHbIe AMCnnasum

lemorno6uHonaTya, cuHapom Panaio-Ocnepa-Bebepa, HacneacTBeHHaA ANCYHKLMA TpoMEoLMTOB, CuHapoM Bunnebpataa, runep-
arperauya TpoMBOLMTOB, NEPBUYHBIA aHTUOCHONMMMAHBI CUHAPOM, TUNEPrOMOLIMCTENHEMMA, PE3UCTEHTHOCTL (hakTopa Va K akTu-
BMPOBAHHOMY npoTemnHy C

CVIH,ElpOM naTonorum CTonbl

KoconanocTb, nnockocTonue (I'IpOIJ,O!‘IbHOG, nonepeque), nonaa crona

CWHApOM runepMoBUILHOCTY CyCTaBoB

HectabunbHoCTb CYyCTaBOB, BbIBUXW 1 NOABbLIBMXW CYCTaBOB

BepTebporeHHbIit CUHAPOM

tOBEHMNbHBIA OCTEOXOHAPO3, MEXMO3BOHKOBBIE rPbXM, BepTe6pobasnnApHan HeAoCTaTOYHOCTb

KocmeTnyeckuii CURApOM

[lucnnactuko3asucuMble AUCMOPGUM HEMIOCTHO-NNLIEBOI 06nacTu; AeopMaLi KOHEYHOCTEN

HapyLueHna ncuxmyeckoii cepbl

HeBpoTuyeckie paccTpoiicTBa, AENpeccuit, TPEBOXHOCTb, MMOXOHAPUA, 06CECCUBHO-OGUYECKIMe PACCTPOICTBA, aHOPEKCHA

EAMHBIX IIOAXOJOB K JiedeHHIO nmanuueHTos ¢ JICT nHa cero-
JHAIHUNA JEeHb HE CymecTByeT. Haubosee MIMPOKO IMPAKTH-
KYETCsI CUH/IPOMAJIBHBIN NTOAXO/, K Tepanuu. OJJHAKO MpH IUIa-
HHUPOBAHUHN 6EPEMEHHOCTH HEOOXOMMO NPOBOJUTD TIIATEb-
HOE OOCJIENOBAHUE C PA3PAOOTKON HMHAMBU/IYAJBHOIO IIJIAHA.
Haun6osmpime CI0KHOCTH BO3HUKAIOT IIPU BEIEHUH 6EPEMEH-
HOCTH IpU cuHgpoManbHOU JICT.

bepeMeHHOCTS Y >K€eHIIHH ¢ CH/],

C3][] — 210 3260/1€BAHUE C AYTOCOMHO-JJOMMHAHTHBIM WIH
PELIECCUBHBIM TUIIOM HACIEJOBAHMSA, KOTOPBIN BCTPEYAETCSA C
4acTOTON 1:5 TBIC. — 1:10 THIC. CJTydaeB. OCHOBHBIMM €I'0O KIIMHH-
YECKHUMU NPOABICHUAMU SABJIACTCA TUIIEPMOOWIBHOCTD CYCTa-
BOB, TUIIEPAJIACTUYHOCTD KOXH, PAHUMOCTb TKAHEH, COCYOB,
CKJIOHHOCTb K OOPA30BaHHIO CHHAKOB U I'eMaTOM [3].

BoIIe/IIOT HECKOIBKO TUIIOB CUHAPOMA [4].

1. Kmaccumueckui Tan (I, II), ayrocCOMHO-IOMUHAHTHBIA
TUI HACJIENOBAHUSA, XAPAKTEPHU3YETCA TI'HIEPMOOUIb-
HOCTBIO M JUCIOKALMEH CYCTaBOB, BSUIOCTBIO KOXKH, CKO-
JILO30M.

5. Aprpoxiaasuu (VIIB, apTporiasuiHas MyJIBTUKOMIUIEKC-
Hast MUOTOHU). HU3KOPOCIOCTb, FTMOGKOCTD U JUCIOKAITUN
CyCTaBOB. AyTOCOMHO-ZJIOMHUHAHTHBIH U PELECCUBHBIN
THIIbI HACJICJOBAHUS.

6. Iepmocnapaxkcuc (VIIC): Bsuiast, OOGBUCIIAs, MITKas,
OIyT/IOBATAA KOXKA.

7. HegoCTaTOK THHACHHHA-X. AyTOCOMHO-PELIECCUBHBIN
THII HACJIEJOBAHMS. XAPAKTEPHBI I'MIIEPMOOUIBHOCTD CY-
CTABOB, TUIIEPATIACTUYHOCTD KOXKHU U XPYIIKOCTBb TKAHEI.

JMarHocTvKa OCHOBAaHA HAa AHAMHECTUYECKUX U KIMHUYE-

CKHX JIAHHBIX (BU3YaJIbHAS OIICHKA CTPOCHUS JINITA, COCTOSTHHS
KOXKH), OHOXUMHYECKUX (AeduuuT KojutareHa Il Thma B KO-
HBIX (PUOPOOGIACTAX) U MOJICKYJIPHBIX TECTAX (MyTalUs I'€Ha
COL3A1).

YV 6€peEMEHHBIX CUHIPOM BCTPEYAETCS C 4aCTOTOU 1:15 THIC.

u npeotnagaor I, II u III tuner (30%); IV thn Bcrpevaercs
penxo (1o 10%) 1 acCOMUPOBAH C CAMOI BBICOKOH 3200/1€Ba€e-
MOCTBIO M CMePTHOCTHIO. [Tpu I 1 IV THIIE cCMHIpOMA MATEPHH-
CKast CMEPTHOCTb AocTturaeT 20—30% K BbI3BAHA YalIlle BCETO

2. T'mnepmoGwibHbIE THI (III), 2yTOCOMHO-ZOMUHAHT-
HBIH THI HawiefoBaHMA. CnenuduyHa pa3doaTaHHOCTh

CYCT4BOB.

3. CocyaucThi¥i THII (IV), ayTOCOMHO-JOMMHAHTHBIN U pe-
IIECCUBHBIM TUNBI HACIEAOBAHUSA. CaMbli HEGIATONPU-
SITHBIM BAPHUAHT. XaPaKTE€PHBI CIIOHTAHHbIE PAa3PbIBbI ApTe-
pHIi, MaTKY, KHUIIEYHHUKA, KOCOJANOCTb, BSUIOCTb KOXM.
CpeiHss TPOJOIDKUTENBHOCTD JKU3HU — OKOJIO 50 JIeT.

4. Kndockonuos (VI), ayToCOMHO-PEIECCUBHBIN THI Ha-
CJIEIOBAHUS. XAPAKTEPHBI MATOJIOIMYECKHUE U3MEHEHUS
IJIA3HOI'O 16JI0KA, XPYIIKOCTb KOKU U CYCTABOB, CHJIBHOE

VCKPHUBJICHHE ITO3BOHOYHHKA.

KPOBOTEUEHHEM, TIOITOMY 6EPEMEHHOCTb HE PEKOMEH/IOBAHA.
B ciryyae ee HACTYIJIEHUA M OTKA34 JKEHIIUHBI OT IIPEPHIBAHUS
HA6IIOJIEHUE JOJDKHO OCYIIECTBIATHLCA B YCIOBUAX IEPUHA-
TAJIBHOTO 11eHTPA [4].

TUNNYHBIMU AKYIIEPCKUMH OCJIIOKHEHUAMU npu CO/I AB-
JIAIOTCA KPOBOTEYEHHUE B CBA3U C PA3PBIBOM KPYIIHBIX COCY-
JIOB, MAaTKM, paHHee (POPMUPOBAHUE HUCTMUKO-LEPBUKAIb-
HOU HEAOCTATOYHOCTH, NPEXAEBPEMEHHBIE U CTPEMUTEND-
HBIE POABL, 34J,€PKKA POCTA IUIOJA, CUM(MU3UOIIATHA, PA3PBIB
JIOHHOT'O COYJIEHEHHS, PA3PBIB NPOMEKHOCTH, CIIOHTAHHBIE
Pa3pPbIBBI KOXKU, BJIATAIUINA U BHYTPEHHUX OPraHOB, ITOC/IE-
POAOBBIE KPDOBOTEYEHHUA U HECOCTOATEIbHOCTD MBIIILL TA30-
BOI'O JJHA, MOYEBOI'O I1y3bIPs, yPETPHI U IIPAMOM KHUIIKH [5].
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Ta6nuua 2. Knunnyeckue npoasnequn cunapoma Mapdaqa

KocTHble

KoXHble

CepaeyHble

1. KunesugHas fechopmauma rpyaHoN KneTku

2. BopoHkoobpa3Haa rpyaHan knetka

3. [lonnxocteHomenuAa

3.1. OTHoLeHMe BEpXHEro cerMeHTa TynosiLLa (Ao cumdunaa)
K HImKHeMy meHee 0,86

3.2. Paamax pyk/poct 1,05

3.3. OTHowweHwe anvHa cTonbi/pocT 15% v 6onee

3.4. OTHowweHwe pavHa kueTu/pocT 11% u 6onee

4. ApaxHopaKkTUnmA

4.1. CumnToMm 3anAcTbA

4.2, CumnToM 60MbILOMO Nanbla

5. CkonuoTnyeckan aechopmauna No3BOHOYHMKA UK CMOHAM-
nonuctes

6. Knchos n kudpockoninos

7. OrpaHiyenme BbINPAMEHNA NOKTA A0 170° 1 MeHee

8. lpoTpy3uA BEPTNIOXHON BNaavHbI

9. Bbicokoe «apkoBuaHoe» Hebo

10. Alechopmavinm yepena (nMLeBbIe AM3MOpdIN): AONNXOLe-
hanua, 3HO(TasbM, CKOLIEHHbIE BHI3 rNaaHble e, rno-
nnaauA CKynoBbIX KOCTENA, PeTporHaTuA

11. HapyLwueHue pocTa 1 CKy4eHHOCTb 3y60B

12. MpAman cnnHa

13. JlomkocTb KocTeil

1. MoBblLweHHaA (3 cM 1 Bonee) pacTAXMMOCTb KX

2. ATpodpnueckue cTpun

3. bapxaTucTan Koxa 3a c4eT 061nA MyLIKOBbIX BOMOC

4. ToHKan, Nerko paHMMan Koxa

5. Linpokwe aTpodpuyeckme pybLbl B BUAE NANUPOCHOiA by-
maru

6. KennonaHble py6upl

7. MonntockonaHble ncesaoonyxonn v ceponaHble 06paso-
BaHWA B 061aCTy NOKTEN 1 KONEH

MbiweyHble

XKKT

1. MblwweyHaA runoTornA u/nnn runotpodna
2. TpbIXK 1 Mponanckl opraHos W/nn nocneonepaLmoHHble
TPbIXV

1. PacwumpeHie BOCXOAALLEro OTAeNa aopThl

2. Mponanc M1TpanbHoro Knanaxa

3. Manble aHomanmu: nponancs! TPUKYCNAANBHOTO 1
a0pTasIbHOro KNanaHos, Manan aHeBpuaMa MeXnpeacepaHon
neperopoaKm, OTKPbITOE OBaNbHOE OKHO, aCUMMETPUA Tpex-
CTBOPYATOr0 20PTA/ILHOO KanaHa, MHOXECTBEHHbIE NOXHbIE
XOpAbl 1 aHoManbHble TPabekyNbl NEBOro XenyaouKka

4. Paclumpenue CTBONA NEr0YHON apTepum

5. O6bI3BECTBIEHNE MUTPANBHOTO KOMbLA

6. PactunpeHite nbo paccroeHie CTeHKV rpyaHoi unm bpioLu-
HOVA a0pTbl

7. Bapuko3Haa 60neaHb BeH

8. Bapukouene

9. Jlerkoe 06pa3oBaHve reMaToM NPy HE3HaYMTENbHbIX Yaa-
pax

[nasHble

1. MT03bl OpraHoB GPIOLIHON NONOCTY M NOYEK

2. ladbparmanbHan rpbixa

3. HecoCcTOATENbHOCTb Kapaun Xenyaxa

4. [INBepTUKY bl MNLLEBOAA W KMLIEYHMKA

5 AHoManum xenyaKa, ABEHaALATUNEPCTHON KULIKK 1 Xeny-

CycTaBHble

1. TunepMo6nnbHOCTL CyCTaBOB
2. MeananbHoe cMeLLeHIne MeananbHON NOAbIKKN
3. MnockocTonue NPoaoNbHOE W/ nonepeyHoe

1. MopBbIBUX XpycTanMka

2. Mvonua (3 anonTpum v 6onee)

3. Tony6ble cknepebl

4. AHOMasbHO NNOCKaA porosuLa

5. YBenn4eHme AnvHHOI ocu rnasa

6. FunonnacTuyeckan pagyxHaa 060104ka
7. OnuKaHTyc

4. CnoHpunes
5. CnoHaunonuctes

HOro My3bips
6. [lonuxocurma
7. Mponanc reHTanmi y XeHWMH

8. YBOEHME YalleyHO-N0XaHO4HON CUCTEMbI Lmeca, Ho B OQHOM CyCTaBe

6. BbiBKxu, noaBbiBKXW 1 cycTasa v 6onee unu NoBTOPAIO-

YacTh 3TUX OCJIOXKHEHUI MOKHO IPEOTBPATUTD IIPU Ipa-
BWIBHOM B€JICHUM 6EPEMEHHOCTU U POJIOB.

IIperpaBuaapHasa MOATOTOBKA M BEICHHE O€PEeMEHHO-
CTH BKJIIOYAIOT [3, 5]:

1. YcranosieHne TUITa CHHPOMA Ha TIPErPABUIAPHOM 3TAIIE.

2.Ponpl y marimeHToK € I n IV TUIIOM JO/KHBI IPOBOAUTBECA B
CHEIUAIN3UPOBAHHBIX IIEHTPAX C JOCTYITHOCTBIO IIPOBE/IC-
HHS 9MOOJIU3ALUH COCYIOB.

3. 0643aTeIbHO NPOBEAEHUE KOHCYIBIAlUK I'€MATOIOrd P
BBISIBJIEHUH TPOMOOIIUTAPHON IUCHYHKITIH.

4.TIpu III TMne cuHApPOMA ITOKA3aHad KOHCY/IBIAlUs Kapauo-
sora. O6s13aTebHa LIEPBUKOMETPHUS /111 UCKITIOUEHUST UCT-
MHKO-IIEPBUKATIBHOU HEJOCTATOYHOCTH B 14, 18 u 22 Hepn,
Io nokazaHUAM MPOU3BOIUTCI NPOPUIAKTUIECCKUI 1IN JIE-
4eOHBIN LEPKIIK.

5. PyrnHHOE HAO/II0/IEHUE Bpaya aKyllepa-TMHEKOJIOra U IIPO-
BEJ/ICHUE [IEPBUKOMETpUH B 26, 30 1 34 Hep, Jonmiepomer-
Py MaTOYHO-TUIAIEHTAPHOIO M IIOJJOBOIO KPOBOTOKA C
26 HeJt KaK/bie 3—4 Hept,

6. Ecimn 6epeMEHHOCTD HACTYIIIIA Y XKEHINUH C I u IV THIIOoM,
HaOIO/IEHUE OCYLIECTBISIETCS B NEPUHATAIBHOM LIEHTPE,
PEKOMEH/IOBAHO KECAPEBO CEUCHHUE B 32—34 He C Ipe/Ba-
pUTENBHON NPO(MHUAAKTUKON PECIIUPATOPHOIO JAUCTPECC-
CHUHZPOMA IUIOJA.

7.11pu eCTECTBEHHBIX PO/IAX HAJIOKECHUE AKYIICPCKUX IIUIIIOB
U BAKYYM-3KCTPAKTOPA 3aMPELIEHO!

OGIIHMH PEKOMEHIAIUSIMH, HANPABJICHHBIMH HA
yAy4lI€eHHE Ka4eCTBA 'KU3HH MalHeHTOK ¢ COJl Kak BO
BpeMs, TAK 1 BHE O€pEeMEHHOCTH, SIBJIAIOTCA [3]:

* VICKIIOUUTD TspKEbIE (DU3NUYECKUE HATPY3KU U CHOPT. Ilpu
MHOSIBICHUU 60JIU B CyCTaBAX — OCTAHOBUTBCS. PekomeHno-
BaHbI OOIIEYKPEIUIAIOIINE BU/bI CIIOPTA, TAKUE KAK IUIABAHHUE.

e 11 yMEHBIIIEHN OOMM M CKOBAHHOCTU B CYCTaBax — JIO-
KJIbHO MOKHO MCIIOJIb30BATh TEIUIBIE I'PEJIKM M KOMIIPECCHI
(TIpu NIOJBBIBUXAX CYCTABOB B OCTPOM IEPHOJIE UCIIOIB30-
BATb XOJIOJHBII KOMIIPECC).

* He ’KeBaTh KEBATEJIBHYIO PE3UHKY, HE KyCaTh TBEPAYIO ITHIILY,
IIPU CTOMATOJIOTMYECKUX PAO6OTAX EIATh IIEPEPHIBLL
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* D(PPEeKTUBHBI (PU3UOTEPAIINA, 3AUUTHBIC KOPCETHL U OaH-
JaKU 151 6€/1pa, KOJIEHEH U JIOJbIKEK.
* Heo6X0qUMO Pa3BUBATh MEJIKYIO MOTOPUKY B KUCTSX PYK.

BepeMeHHOCTIx Y )KEHIIIHH C CHHIAPOMOM
Mapdana

CunzpoMm Mapdana — 3T0 ayTOCOMHO-JIOMUHAHTHOE 3260-
JIEBAHUE, KOTOPOE B 95% CIy4a€B BBI3BAHO MYTAllMEN I'€HOB
FBN1 u FBN2 B XxpoMocoMe 15 U 3, KOAUPYIOIINUX CTPOEHHE
pubprwunH2-1 u/vnu pubpuutruHa-2 [6)].

Breigenaor crepryro (IPpU3HAKKA MAJIO BBIPAKEHBI U MOTYT
OCTABATbCA HE3AMEUEHHBIMH BCIO JKU3Hb, U3MEHEHUA 3ATPArt-
BAIOT HE 60JIc€ 2 CUCTEM OPraHOB) U KIHHHYECKH BBIpa-
2KE€HHYIO (POPMBI (CUMIITOMBI BHIPA’KEHBI, U3MEHEHMSI 3aTPa-
I'MBAIOT 60JIEE 2 CUCTEM OPI'AHOB).

KiuHHYeCKHe NPOABIEHHA CHUHIPOMA KpauHE pas-
HOOOPA3HBI U BKIIOYAIOT KOCTHBIE, KOXKHBIE, CEPAEUYHBIE,
MBIIIE€YHBIE, CyCTABHBIE, IJIA3HBIE CUMIITOMBI U IIOPAKEHUE
OPraHOB XEIyJO4YHO-KuIeyHoro Tpakra — JKKT (Tabi. 2)
[6, 71.

B KOHTEKCTE HACTYIUIEHUSI GEPEMEHHOCTH U BO3MOXKHBIX
AKYIIEPCKUX OCJIOKHEHHUM IIPEX/E BCErO CJIEAYET O6paIaTh
BHHUMAHHE Ha CEPACYHBIE IIPOABJIECHUA, 4 HMEHHO IIPOJIAIICHI
KJIAIIAHOB M JUJIATALUIO A0PTHI [7].

Hesasucumo oT (popMbl 3a60neBaHus B 40% C1ydaeB pa3Bu-
BAIOTCSL TAKUE OCJIOXKHEHMS, KAK MPEXKIECBPEMECHHBIN Pa3phIB
IJIO/IHBIX OOO0JIOYEK, IIPEKIEBPEMEHHBIE POJIbl U1 HEBBIHAIIIBA-
HUEe 6€PEMEHHOCTH HA PAHHMX CPOKAX.

MarepruHCKass CMEPTHOCTb cocTasmsieT 0,74 Ha 100 THIC.
POJOB U Yalle BCErO aCCOLMMPOBAHA C paccioeHueMm (1%)
WIH Pa3pbIBOM AaHEBPU3MBI A0PTHI (3%). B CcBA3U ¢ 3TUM Ha
3TAlle NPErPaBUIAPHOIO OOCACAOBAHUS OOI3ATEIBHBIMU SIB-
JISIIOTCS IPOBEJCHUE 3XOKapAHOrpadUuH, KOMIIBIOTEPHOM,
MATHATHO-PE30OHAHCHOMN TOMOTPA(pHH, KOPPEKLMA WIH IO/ -
OOp 4/IEKBATHON aHTUKOATI'YJSIHTHOM TEPAINHU B CIydae Ha-
JINYUA Y TAUMEHTKU HCKYCCTBEHHBIX KIAIaHOB. [Tpu qunara-
nuu a0pThl 6oiee 4-4,5 cM GEPEMEHHOCTb IPOTHUBOIIOKA-
3aHa [8].



[TATOJIOTIUA BEPEMEHHOCTHU

Bengenne 6epeMEeHHOCTH

IIpu NpOrpecCUpPOBAHNHN AWIATALUN A0PTHI HA 1 CM U 6oiee
B T€YEHUE NEPBIX 20 HEJl MOKA3aHO IIPEPBIBAHNE GEPEMEHHO-
cTy. B ciyyae nposIoOHrUpoBaHUS 6EPEMEHHOCTU U JUAMETPA
aA0pTHI 6051€e 4 CM MOKA3aHO HA3HAYEHUE f3,-a[PECHOGIOKATO-
POB (J1aBETOIIOII, METOIPOJION), HECMOTPSI HA UX BO3MOKHBIE
no0604YHbBIE A(DPEKTDI I TII0AA (3AEPHKKA POCTA, TUITOTJIHKE-
Mus, 6paguxkapaus) [8].

B kaxxpoM TpUMECTpe HEOO6XOIUMO IIPOBOAUTD 3XOKAPAUO-
rpauIo 11 OLICHKU COCTOSIHUSA A0PTHL, IIDU BBIABJICHUH €€ 1U-
JIATALIMH UCCIIEJOBAHUE IIPOBOJISIT KaK/ble 4—6 Hep [9, 10].

JlomyCTUMO BECTH POABI YEPE3 €ECTECTBEHHBIE POJIOBBIE IyTH
C UCHOJIb30BAHUEM PETHOHAIBHOM daHECTE3HH, HO TOJIBKO IIPU
HOPMAJIbBHOM Pa3MepPe 40PTHL, C O6A3aTEIbHBIM IIPOBEACHUEM
3MU3UO-/TIEPUHEOTOMUMU WIH (IO IMOKA3aHHAM) C YKOpOYe-
HHUEM IOTYKHOI'O IIEpUOja (AKYIICPCKUE IIUMIILI). IIpu BbI-
SABJICHUN JWIATAUN A0PTbhl MCTOIOM pO/IOpQSpCH_ICHI/IH AB-
JISIETCS KecapeBo ceuenue [11, 12].

Benenue 6€epeMEHHOCTH Y MAINHEHTOK
c HecuHApoMHOM [ICT

Hecunapomuas JCT gB/I€TCSI T€HETUYECKU JETEPMUHUPO-
BAHHBIM MYIBIU(PAKTOPHATIBHBIM 3260/IEBAHUEM, T.€. OHO Ma-
HUPECTUPYET M IPOTPECCHUPYET TOJBKO IIPHU BO3AECHCTBUU
BHEIMIHUX (PAKTOPOB, TAKUX KAK Je(PUIINT MUKPO- U MAKPOIJIE-
MEHTOB (TUIIOMAarHUEMUS], THIOBUTAMUHO3, ACPUITUT OEIKa),
UpE3MEPHBIX (PU3UYCCKUX HATPY3KaAX, CTPECCE, U3MCHCHUU
KImmara u T, [13].

Pacnpocrpanennocts JCT y G6epeMEHHBIX JOCTUIAET
46—-48%, Ipr 3TOM B 1 /2 C/Iy4aeB MAITUEHTKH CIUTAIOT CEBsI CO-
BEPIIEHHO 3J0POBbIMU. Hambosee 4acThIMU IIPOABIECHUAMU
HecuHIPOMHOI JICT ABISIOTCS CKOIHNO3, MUOIIUS, MEXITO3BOH-
KOBBIC I'DBDKH, IIPOIAIIC MUTPAIBHOI'O KIAAHA U HAJTUYUE KEJI-
JIOUJIHBIX Py6LIOB. [Ipu HacTyIeHuH 6epeMeHHOCTH B 40—-80%
Pa3BUBAETCSA YIpO3a €€ NPephIBanusd, B 18,2-31% npexzaespe-
MEHHBIE POJBI X OKOJIO 419% MalMeHTOK CTPAAIOT IIPUBBIYHBIM
HEBBIHANINMBAHUEM 6EPEMEHHOCTH [14, 15].

Oo0ciaenoBanue skeuuruH ¢ JICT

Ha 3Tane nperpaBuapHON MOATOTOBKHM HEOOXOAUMO 4K-
TUBHO BbIABIATD NpusHaku JCT. IIpu nopo3penun Ha 3a6071e-
BAaHHE MAIUEHTKA JOJDKHA ObITh IIPOKOHCYIBIMPOBAHA PEBMA-
TOJIOT'OM. B paMKax NepBUYHOIO OCMOTPA OOA3ATENbHBIMU SB-
JIAIOTCS OLIEHKA MHJEKCA MACChI TeJIa, IPOBEJECHUE CKPHUHUHIA
Ha CYOKIMHHUYECKUN THIIOTEPHO3, 3200IEBAHUSA MOYEBBIBO/-
HUX IIYT€X U I'€CTALMOHHBIA CaXapHBbIA AUa6eT. JJaHHbIE CO-
CTOSIHUSA PA3BHUBAIOTCS 3HAYUTE/IBHO YAIIE B IPYIIIIE KEHIIIUH C
HecunpomanbHo JJCT 1 TpeOyloT paHHETO BBIBICHUS U
Koppexiuu [16].

BepymyM KOMIIOHEHTOM TEPANHU JOJDKHBI ObITh HEMEHUKA-
MEHTO3HBIE BO3/ICHCTBUSA, HAIIPABJICHHDIC HA YIy4IICHUE TE€MO-
JUHAMUKHA (JIeueOHAst (PUBKYIBIYPA, JO3UPOBAHHBIC HATPY3KH,
A3pOO6HBIN pexuM). OQHAKO HEPEAKO CYIIECTBEHHBIM (DAKTO-
POM, OTPAHHUYHUBAIOIIMM JJOCTIKEHHS LIE€JIEBOI'O YPOBHA (DHU3H-
YECKUX Harpy3ok y mnanueHToB ¢ JICT, okasbIBaeTCs IUIOXAst
CyO'BEKTUBHASA IIEPEHOCHMOCTb TPEHUPOBOK (OOUIHUE ACTEHU-
UECKUX, BETCTATUBHBIX JKAJI00, SIIN30/1bI TUIIOTOHUH ), YTO CHHU-
JKA€T IIPUBEP)KCHHOCTb IALIMEHTOB 3TOMY BUJY PEaGMINTA-
LIMOHHBIX MEpPONIpUATHiA [17, 18].

Ienecoo6pasHbIM ABJIAETCA HA3HAYEHHE IIPENIAPATOB Mar-
HUS. MHOTOIPAHHOCTD €TI0 META60INYECKUX 3(PPEKTOB, CI1O-
COGHOCTD MOBBIATh YHEPIETUYECKUI MOTEHLIUA MUOKAP-
JUOLIUTOB, Y4aCTUE B PEIYJIALIUHN ITIMKOIN3a, CUHTE3€ OCIKOB,
SKUPHBIX KUCJIOT U JIMIHOB, BA30AWUIATAIIMOHHBIE CBOHMCTBA
IIMPOKO OTPAKEHBI B MHOT'OYUCJICHHBIX 3KCIIEPUMEHTAIb-
HBIX U KIMHUYECKUX UCCIENOBAHUAX [19-22]. B psane pador,
NPOBEJEHHBIX K HACTOAILEMY BDEMEHHM, IOKA3aHA IIPUHIIWIIN-
aJIbHAS1 BO3MOKHOCTb YCTPAHEHUS XAPAKTEPHOU KapAUalb-
HOH CHMIITOMATHKH U YJIBTPA3BYKOBBIX U3MEHEHUI y O6OJb-
Hplx ¢ JCT B pesynbrare JICYCHUsS IIpEnapaTaMu MarHus
[23-25].

Marnmi ABJIeTCa OJHUM U3 OCHOBOIOIATAIONIUX HYTPULIN-
A7IbHBIX (PAKTOPOB, ONPEEAIONNX (PUHOIOTHIECKOE PA3BU-
THE U POCT COEIUHUTEIBHON TKAHU.

Haubonee obmuil apdekr Bo3acucTBra Mg?' Ha m06yIo
TKAaHb 3aKJIIOYACTCS B TOM, YTO MOHBI Mg* HEOO6XOJUMBI /IS
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crabwinzanuu Hekoaupytomux PHK. B wactHOCTH, HOHBI Mg?*
CTaOWIN3UPYIOT CTPYKTYpy TpaHcnoprHou PHK, u pedunur
MAarHUA IPUBEICT K YBEIMYEHUIO YUCIA JUCHYHKINOHAIBHBIX
MOJIEKYJI TpaHCrIOpTHOU PHK, TakuM 06pa3oM CHIDKAS U 3AME/]-
JIs1s1 OOIIYIO CKOPOCTh OEIKOBOI'O CUHTE3A. MarHui NoJepKu-
BA€T SHEPIETUYECKUE U IUIACTUYECKHUE IIPOLIECCHI, CTAOWU/IN3H-
pyeT aleHO3UHTPUPOChAT, YIACTBYET B OKMCIEHUH KHUPHBIX
KHCJIOT, ITTMKOIU3E U OMOCHUHTE3E 6EJIKA, CHHTE3€ OKCHA A30Ta
B 9HIOTEIUU COCYJOB U JIp. Mg*" TaKkKe ABJIAETC (PU3HNOTIOTHYC-
CKHM DETy/ISITOPOM BO30OYIUMOCTU KJICTKU U COBEPILCHHO HE-
06XONM JUIs1 HOPMAJIBHOI'O (PYHKIIMOHHMPOBAHUS IIPOILIECCOB
JIENONAPU3ALIMY HEPBHBIX U MBIIIEYHBIX KJIETOK.

JI11 KOMIIEHCAUMH JUETAPHOTO Je(UINTA MAaTHUA IIEPCIIEK-
THUBHO HUCMOJIb30BAHUE OPTrAaHUYECKUX COJIEH MATHMA, IPEXIE
BCET'O LIUTPATOB. [I€JIO B TOM, YTO COBPEMEHHOE «I[UBWIN30BAH-
HOE» MMUTAHUE XAPAKTEPUIYETCs U3OBITKOM MUIIECBBIX IPOJYK-
TOB, CIIOCOOCTBYIOIIUX CABHUI'AM META00JIN3Ma B CTOPOHY alTU-
J103a U CHIDKEHUIO YPOBHA LIMTPATA B KPOBU, IEPBUYHOM MOYE
U IPYTUX XKUAKOCTAX OpraHu3Ma. LIuTpaT MarHus XapaKkTepH-
3y€TCsA BBICOKOH PACTBOPHUMOCTBIO H OHOYCBOSIEMOCTBIO.
B CcBAA3M € 3TUM PEKOMEHJYETCS OTAABATD IIPECAIIOYTEHUE LIUT-
paTy MarHus, HaIIpUMEP B COCTaBe Ipenapara Marne B popre,
cpenu APYyrux TaGJIeTHPOBAHHBIX IIPENAPATOB OPTaHUYECKUX
cosnert maruaus (oporar) [29].

[IpuMeHeHNE NIPENapaToOB Maruus y narueHTox ¢ JICT o6s-
32TEJIbHO Ha 3TAaIle€ IPErPaBUJAPHOIM IIOATOTOBKU 1 B TCUCHUE
BCEll OEPEMEHHOCTU. DTO MO3BOJIACT HUBEIUPOBATD IPOSIBIIC-
Husa JCT y noToMCTBA (IIEPEJAIOTCSI MCHEE aKTUBHBIC I'CHBI).
Marne Bg saBisieTcst 6a30BbIM IIPENIAPATOM ISl BOCIIOJIEHUS JI€E-
(uiTa Mar"Hus Npy BeZeHnu namnueHTok ¢ JCT u BKIoyeH
B HALIMOHAJIbHOE PYKOBOJCTBO IIO aKyHMIEPCTBY, TMHEKOJIOI N
u [ICT.

Cyro4Hass JO3UPOBKA [ nauueHTok ¢ JCT — 400-
500 Mmr/cyr. 11 IOBBIIEHNS KOMIIAEHTHOCTU U NIPHUEMA MH-
HHUMAJIBHOI'O KOJIMYECTBA Ta6JIETOK PEKOMEH/IYETCSI HA3HAYATh
penapartsl C 60JIEE BBICOKMM COJIEP;KAHUEM MarHus B 1 Ta6-
snerke (Marue By dpopre). [Tpu HEBO3ZMOXKXHOCTH ITpueMa Tabie-
THPOBAHHBIX (POPM WIH TOKCUKO3€ MOKHO HCIIOIB30BATh AM-
MyJIBHYIO UTbEBYIO (hopMy MarHe By,

Kpome toro, sxeHmuHaM ¢ JICT peKoMEHAYeTCs JOOABIATh B
PALMOH IPOAYKTHL, 60IaTble MATHUEM M BUTAMUHAMU I'DYIIIBL B.
[TalrEHTKH, KOTOPBIE €14T 3—4 pa3a B JIEHb, BKIIOYAS HeE-
CKOJIBKO MOPLHUH Pa3INdHbIX OBOHIEH, (DPYKTOB, 11ETBHO3EP-
HOBBIX, OO6€3)KMPEHHBIX MOJIOYHBIX IIPOAYKTOB U O€IKa (MACO,
NTHULA, MOPENPOAYKTHL, (PaACOJIb, TOPOX, SANUIA, COEBBIE IIPO-
JYKTBIL, OPEXH, CEMEHA), OAYYAI0T HEOOXOAUMOE KOJIUYECTBO
MUTATEIBHBIX BEIECTB [26, 27]. OfHAKO Psii BEMECTB HEOHXO-
JUMO AO6ABJIATH K PALMOHY B CBA3M C TEM, YTO JAXKE IIPU CO-
OJIIOIEHMHU BCEX MPABHJI HEBO3MOKHO IOJIYYUTD C NUILEH Tpe-
OyeMyIO CYTOYHYIO [03y. K HUM OTHOCATCS €XKEJHEBHBIE JO-
0aBKM IIPENAPATOB JXeje3a — 27 MI, Kanblusa — 250 Mr (371eMeH-
TapHBIN Kanblyit 1000 mr), ¢pommneBor KUcaoTel — 400 MKI B
I rpumectpe, iopa — 150 Mxr, BuTamuHa D 200—600 ME u mar-
Hus 300-500 mr/cyr [28].
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