A. B. HHonauckaa, B. M. Cuoenxo
K BOITPOCY O BEHO3HbBIX TPOMBOOSMBOJIUAX Y BEPEMEHHBIX

W3MeHeHns CUCTEMBbI CBEPTBHIBAHMSI KPOBH y OEPEMEHHBIX KacaroTCsl yBEIHYe-
HUS YPOBHEW Takux MoOKazarenei, kak (ubpunoreH, nmporpomOuH, ¢axtopsr VII,
VI, IX, X. B nmocneponoBsiii iepuof ypoenb ¢paktopoB V, VII u X moxeT ObITH
BBIIIIE, YEM BO BpEMSI OEPEMEHHOCTH.

YacroTta TpoM6030B 1 TpoMO0IMOO0IHI TTPU OGEpeMEHHOCTH KOoJieOeTcst oT 3 110
12 na 1000 GepemeHHbIX, a TTocie poaoB oHa coctariseT 0,5-30 Hal000 nmarmeHToK
[1-3]. Benosnbie TpoMOOIMOOINYECKUE OCIOKHEHHS SIBISIFOTCS OJHUMHU M3 BEIY-
IIMX OPUYUH KaK MaTepUHCKOW 3a00JIeBa€MOCTH, KAK U1 CMEPTHOCTH B I€pUHATANIb-
HOM IIepPHOJIc BO MHOTHX Pa3BUTHIX cTpaHax [4—6].

dakTopamMu puUcCKa TPOMOOIMOOIMYECKUX OCIOXKHEHUH SBISIOTCS BO3pacT Oe-
pemenHoi 6osee 35-40 ner, rpynmsl kposu A(ll), B(II) u AB(IV), cuctemuslie 3a-
00JIeBaHUS COEIMHUTEIBLHON TKaHHW, IPUEM MEpPOpaIbHbIX KOHTPALECNITUBOB, MOJaB-
JICHUM JIaKTalluu, OoJiee YEeThIPEX POJIOB B aHAMHE3€, MOBBIIICHHAs CBEPTHIBAIOIIAS
CHOCOOHOCTBH KPOBHU, IMPEAIIECTBYIOLIME TPOMOOIMOOINN WIH TPaBMBbl Y >KECHILUHBI,
TOMOIIUCTUHYpHUS, HeppoTUuecKkuil cuHapom, kecapeBo ceueHue (KC), nHanoxenue
aKyIIEpCKUX IIMIILIOB, MPOAOKUTENbHBINA MEPUOJ MOCTEIBHOTO PEXHMa C BEHO3-
HBIM 3aCTOEM, JUIUTEIbHBIN NEPUO]] HEMOABUKHOCTH B TIOCIIE€ ONEpaIiu, MPe3KIaMII-
cusi. OHOM U3 Ba)XXHBIX MPUYMH HEBBIHAIMBAHUS OEPEMEHHOCTU U (peToIIaleHTap-
HOI HEIOCTATOYHOCTH SIBJSIOTCS CIAEAYIOMHE (POPMBbI F€HETUUECKH 00YCIOBIEHHBIX
Tpombodunuii: nepurut anturpomobuna I, nepunur nporenna C, nedpuuurt npore-
uHa S, myTarus (aktopa V (JeiieHoBcKasi MyTalus), MyTallds reHa mpoTpoMOnHa
G20210A, mytartuu rena MTHFR C677T (runeproMonucTenHEMHs ).

OOcnenoBanue ISl BBISIBIICHUS PEAKUX MPUYMH TPOMOO(MIN HEOOXO0IUMO
B CIy4asix, €CJIM y POJCTBEHHUKOB ObLIM TpoMO03MOOIMU B Bo3pacte Ao 40 jer,
3apEruCTPUPOBAHHBIE 3MHM30/bl BEHO3HBIX W/WIM apTepUalbHBIX TPOMOO30B M0
40-neTHero Bo3pacTa, peluANBEl TPOMOO30B y MAaUEHTKH U OJIMKaUIIUX POJICTBEH-
HUKOB, TPOMOOIMOOIMUECKHE OCIOKHEHHS BO BpeMsi OEpEMEHHOCTH U B MOCJIEPOJI0-
BbIIl MepHoj NMpH Ha3HAYEHHHM TOPMOHAJIbHOM KOHTpAlENIUY, HEBbIHAIIMBaHUE Oe-
PEMEHHOCTH, MEPTBOPOXKIEHHUE, 3aJepKKa BHYTPUYTPOOHOTO pa3BUTHS ILJIOJA,
OTCJIOMKA IJIAL€HThI, PAHHEE HAYAJIO MPEIKIAMIICHN.

HMedpunur anTurpomouna Ill1

AnTuTpoMOUH |1l — 3TO ecTecTBEHHBIN aHTUKOATYISHT, KOTOPBIA 00ecreuynBaeT
JBE TPETU BCEU aHTHUKOAryJISIHTHOW aKTMBHOCTH ILIa3Mbl. Ero MosekyisipHas macca
coctaBisier 58 200, oH TmpeaCcTaBIAeT COOOM TIUKOMPOTEHH, KOTOPBIM COCTOUT U3
432 amuHOKHCHOT. MexanusMoMm nerictBus antutpombuna lll sBrnsercs Omokama
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IPOTPOMOHMHA3Bl — CJIOKHOTO KOMIUIEKCa aKTUBUPOBAaHHBIX (hakTopoB X u V. Jle-
¢umut antutpoMmOuHa Il Hacrmemyercs ayrocoMmHo-moMuHaHTHO. [lomaBistoriee
OOJBIIMHCTBO MAallMEHTOK C ATOM MaTOJOTHEH MPEeCTaBISAI0T COOOM reTepo3UroThI,
a TOMO3UTOTHBIE HOCUTEJIM THOHYT B paHHEM BO3pacTe OT TpoMOo3MOouii. Onucano
okoJ10 80 MyTalMil TeHa, pacroJIO)KEHHOTO Ha JJTMHHOM ILIeYe XPOMOCOMBI 1, OTBET-
cTBeHHOro 3a aeduuut anturpomOuna lll. PacmpocTtpanennocts nedurmra aHTUT-
pomOuna Ill B eBpomeiickux ctpanax coctaBisier | Ha 2000-5000 Hacenenwus.
HacneactBennsiil gepuuut anturpomOuna |1l nenurcs Ha 2 Tuna: 1 Tun xapakrepu-
3yeTCsl CHIDKEHHBIM CUHTE30M aHTuTpoMOuHa I, a mpu 2-M Tume npoayKius aHTUT-
pom6OuHa Il HaxoauTcs B HOpMe, a ero GyHKIIMOHAIbHAS aKTUBHOCTh CHIDKCHA.

K xIMHMYEeCKUM TpOsIBICHUSIM HacleCTBEHHOTO neduinra antutpomouna |11
OTHOCATCS TPOMOO3bI TNIYOOKHX BEH HOT, UiIe0peMOpalibHbIE TPOMOO3bI, IPUBBIYHOE
HEBbIHAIIMBAaHWE OEpPEMEHHOCTH, aHTEHaTaJlbHas T'MOeb IUI0Aa, TPOMOOTHYECKHE
OCJIO)KHEHHS TIOCJIe pUeMa OpalbHBIX KOHTpalenTUBOB. [Ipu HHU3KON aKTHBHOCTU
antTutpoMOuHa |11 oCHOBHBIE TECTBI KOATYJISILIMK HE U3MEHEHBI, TECTHI HA (PMOPUHOIN3
U BpeMsl KpOBOTEUEHMsI HOPMaJIbHbIE, arperanusi TPOMOOILMTOB B Mpeeiaax HOPMBI.
[Ipu remapuHOTEpanuy HET XapaKTEPHOTO aJ€KBATHOTO YBEJIIMYEHHs] aKTHBHPOBAaH-
HOT'0 YaCTUYHOTO TpoMmOoIruiactuHoBoro Bpemenu (AUTB).

Hopmanbhoe 3rauenne ypoBast antutpomOuHa 11 B mmaszme cocramser 85-110 %.
[Tpu 6epemenHoctu T 1P cHIKaOTC A0 75-100 %. HuxHMil ypoBeHb KOH-
HeHTpauu antutpomOuna |l B mma3sme W3MeH4YUB, MO3TOMY HEOOXOJIMMO YYHUTHI-
BaTh HE TOJBKO €ro COAEp’KaHWEe, HO U KIMHUYECKYIO KapTuHY TpoMOodpumuu. Ilpu
CHUKEHUU ypoBHs aHTUTpoMOuHa |ll B mazme Huke 75 % TpeTh MalMeHTOK MOTH-
0aeT oT TpOoMOO030B.

Hedbunut antutpom6Ouna Il neunrcss mpoTMBOTPOMOOTHYECKUMH CPEICTBAMMU.
Hcronb3yroT CBEXKE3aMOPOKEHHYIO TUIa3My, SIBISIONLYIOCS MCTOYHMKOM aHTUTPOM-
ouna Ill, a Takxkxe Hu3kOMonekyisipHble renapunbl (HMI') (aHOKCcamapun HaTpus,
HAJpONapUH KalblMsl, JAITENApUH HATPUsS, MAapHAllapUH HATPUs) MOJ KOHTPOJIEM
remocrazuorpammel. [Ipu HuzkoM ypoBHe antutpoMOuHa Il HEPpakImOHUpOBaHHBII
renapud (H®I') He npuMeHSIOT U3-3a yIpo3bl pa3BUTHS PE3UCTEHTHOCTHU K IE€lapUHy
U BBICOKOW BEpOATHOCTH BO3HUKHOBEHHS TI'eMapWH-UHAYLHUPOBAHHBIX TPOMOO30B.
Kputnueckumu cumtarot Il u 1l Tpumectpsl OepeMeHHOCTH, KOT/Ia YBEIMUUBACTCS
KOaryJsiiMOHHbIE BOBMOYKHOCTH OpraHW3Ma JKCHIIWHBI, a YpOBEHb aHTUTpoMOuHa |11
cHUkaeTcsi. BHe OepeMEHHOCTH MalMeHTKaM MOXET ObITb PEKOMEH]IOBAaH JIJTUTENb-
HBIU TIpueM aHTaroHucToB ButamMuHa K (Bapdapun).

Jeduuut nporeuna C

[Iporenn C — 3TO €CTECTBEHHBI aHTUKOATYJISHT, 3aBUCUMBIN OT BUTaMHHa K
TJIMKOMIPOTENH, KOTOPBII CHHTE3UPYETCS B MIEUEHU B HEAKTUBHOM (hopMe. AKTUBHUPO-
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BaHHbIH TporenH C — cepuWHOBas MpoTea3a, WHAKTUBHpyromas (akroper Va
u Vllla, — BaxxHBIN peryasTop aKTUBHOCTH TPOMOWHA Ha MOBEPXHOCTH SHIOTEIIHS.
[Iporeun C axkTuBHpyeTCS NpHU B3aUMOJEHCTBUM TPOMOMHA C TPOMOOMOTYITHHOM.
Ota cBA3b YCKOpAET 00pa3oBaHue TPOMOMHA B (pOPMY aKTUBUPOBAHHOTO npotenHa C.
AxTuBHOCTH TipoTenHa C ycuimBaeTcs ero KohakTopoM — MPOTEHHOM S. AKTHBU-
poBaHHBIN poTerH C ¢ MOMOIIBIO TpoTeom3a nHaKTUBHpYyeT (aktope Va u Vllla
B IIPUCYTCTBUHU mpoTenHa S, (ocdonumnumaa Ha TOBEPXHOCTH SHIAOTEIHUS W HMOHOB
KaJIBIIHS, U, TAKUM 00pa30M, HHTHOUPYET JATBHEHUIITYIO aKTHBAITUIO TPOMOMHA.

B nopme ypoBenb nporenna C paBen 65-145 %. Y OepeMeHHBIX OH HECKOJIBKO
yBenuuuBaeTcs U coctabisger /0-150 %, emie Gosibllie OH BO3pacTaeT MoOCiae POJOB.
Bpoxnennsiit nedunut nporernHa C BO3HHKAET M3-3a MyTallMU T€HA, KOTOPBINA pac-
MOJIOKEH Ha XpoMmocoMe 2. B HacTosiee BpeMs BoIsiBiieHO Oosiee 150 myTtanuii reHa.
B GonbmmHCcTBE cityyaeB neuuut npoternHa C coderaercs ¢ mytauuei ¢akropa V.
Hedurut nporenHa C oOHapyKMBaeTCsl HECKOJBKO yallle, 4eM JIe(PUIUT aHTUTPOM-
ouna Ill: cpean mauueHToK ¢ TpoMOO3aMH U TPOMOOIMOOIHUSAMU 3Ty MATOJIOTHIO OT-
MeyatoT npuMepHo B 10 % ciyuaes. [Jedunut nporenna C HacleqyeTcss ayTOCOMHO-
JIOMUHAHTHO. YpoBeHb npoterHa C y reTepo3uroTHbix Hocutenent cocrapisier 30—60 %
OT HOPMBbI, TOMO3UTOTHI MPAKTUYECKH HE UMEIOT TpoTrenHa C U morudarT BHYTPU-
yTPOOHO WK Cpa3y MOCIe POXKICHUSI.

Hacnencreennsiit agedpunut nporernHa C MOXKET OBITh 2 THUIIOB:

| Tum — cHIXeHue KonudecTBa npotenHa C;

Il T — cHWKeHne akTHBHOCTH npoTerHa C IpH ero HOpMaIbHOM YPOBHE.

Knuanueckumu nposienenusmu nedunura npotenHa C SBISIFOTCS MPUBBIYHAS
noTepst OEpPEeMEHHOCTH, MEPTBOPOXKIACHHS, IMOTEPH IUIOAA, BEHO3HBIE TPOMOO3BI
1 TpoMO0dMO0IMK J1t00bIX JTokanu3anuii B 20-30-1eTHeM Bo3pacTe, HEKPO3bl KOXKH,
MO/IKO’KHOW KJIETYATKH, YBEJIMUYCHHUE PUCKA TPOMOO30B MPU MPUMEHEHUU OPATIbHBIX
KOHTPAIENTUBOB U, KaK MPaBUIIO, OTCYTCTBUE apTePUATBHBIX TPOMOO30B.

Jleuenue manueHTokK ¢ nedunurom nporenHa C (cM. HUKeE).

JMedunur nporenna S

[Iporenn S — HeanzuMartuuecknii kodakrop nporenHa C B nHaKTUBAMH (Hak-
topoB Va u Vllla, obnagarommii cBoeil He3aBucumon oT nporenHa C aHTHKoOary-
JSTHTHOM aKTUBHOCTHIO. [IpoTenH S Tak ke kak u npoTenH C SBISIETCS 3aBUCUMBIM
ot ButamuHa K. CunTe3 npoTenHa S mpouCXOaUT B TIEUCHH. B KpoBH OH CyIIecTByeT
B 2 ¢opMmax: cBOOOAHOrO MpoTerHa S u cBa3aHHOU ¢ C4-KOMIOHEHTOM KOMIUIEMEHTA
dbopme. B nopme 60-70 % nporenna S cBszano ¢ C4-KOMIIOHEHTOM KOMILIEMEHTA,
MOCIICAHUIA PEryIHpPYyeT KIACCUYECKUH MyTh CHCTEMbI KOMIUIEMEHTAa. YPOBEHb CBs-
3pIBaHMsl mpoTenHa S ¢ C4-KOMIIOHEHTOM KOMIUJIEMEHTA OMNpeaeisieT COACp)KaHUE
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cBoOoaHOrO MpoTenHa S. ToapKO HAXOASCh B CBOOOTHON (popMe, IPOTEHH S CITYKHUT
K0(haKTOpOM aKTUBUPOBAHHOTO TipoTerHa C.

B nopme ypoBenb npotenna S B ruiazme paBeH 80—120 %. YV GepemMeHHBIX ypo-
BEHb M CBOOOTHOTO, M CBSI3aHHOTO MpoTerHa S cHIKeH, coctaBisieT 60—-80 % u Hike.
Jepunut npotenHa S HacleAyeTcs ayTOCOMHO-TOMHHAHTHO. Hocutensimu MyTaruu
reHa yame SBJSI0TCS FeTEPO3UT0Thl, HOCUTEIN TOMO3UIOT BCTpeyaroTcs peako. O0-
Hapy>X€HO, YTO I'eH MPOTEHHA S PacroyioKeH Ha xpoMmocoMe 3. B HacTtosiiiee Bpemst
M3BeCTHO OKoJI0 70 MyTanmii reHa nporenHa S. [1o JaHHBIM Hcce10BaTeNel, YacToTa
norepu O0epeMeHHOCTH Tipu Aeduimte nporenHa S coctanisier 16,5 %. Yaie nadmro-
JAI0TCSl MEPTBOPOXKICHUS, PEXKE — PaHHUE MOTEPU OEPEMEHHOCTH.

Jleuenue nanueHTok ¢ aedpuuurom nporeuHa C u S 3aTpyJHEHO TeM, 4TO 3Ta
MaToJIOrHs Xapakrepusyercs pedpakrepHocTbio K HOI' u antnarperanram. OHako
IIPU OCTPBIX TPOMOOTHUUECKUX OCIOKHEHHSIX 000CHOBaHO npuMeHeHne HOI™ u 3atem
HMI'. Kak uctounuk nporenHoB C M S HA3HAYAIOT CBEXKE3AMOPOKECHHYIO IIa3My
B couetannu ¢ HOI'. Bue 6epemeHHOCTH pU TPOMOO(DUINH JIIUTEIBHO HUCIIOIB3YIOT
BapdpapuH. OgHaKO claeayeT YUUTbIBAaTh, YTO MAllMEHTKH ¢ AepuuuToM mnporenHa C
WIH S, HaXOSIIMeCs Ha Teparuu BappapuHOM, MOJABEPKEHBI PUCKY CPABHUTEIBLHOTO
PEIKOTO OCIOKHEHHS — HEKPO3a KOXKH [7].

Myranus ¢pakropa V

Myrtamus akropa V crana Hanboliee 4acTOM F€HETUYECKON MPUUYMHONW TPOM-
0oduinu y eBpomeiickoro HaceneHusa. OHa XapakTEepU3yeTCsl 3aMEHOM HYKJIEOTH/1a
IryaHMHa Ha HYKJIEOTHJ aJ€HUH B no3uuuu 1691. D10 mpuBOIWT K 3aMEHE aMUHO-
KHUCJIOThI aprUHUHA Ha aMUHOKHUCJIOTY TIIyTaMuH B no3utuu 506 B OeNKOBOH 1enH,
ABJISIFOLIENCS MPOAYKTOM 3TOro reHa. Kakayro aMMHOKHUCIOTY KOJIHUPYET TPH HYK-
neotuna JIHK, naseiBaembie komoHOM. [loaToMy mnelineHckas MyTamus MOXKeT 000-
3Hauatbcs kak G1691A (ryanun Ha amenuH); Arg506GIn (apruHuH Ha TIIOTaMUH)
nmu R506Q (R — onHoOykBeHHOE 00O3HAaueHHE apruHuHa, Q — 0JAHOOYKBEHHOE
o003HaUYeHue TiIoTaMuHa). Bece Tpu 0003HAuUeHUS SIBISAIOTCS CHUHOHMMaMHU OJHOM
1 ToM ke myTtauuu. [Ipu Takoil 3ameHe dakTop V He pacHIeIsieTcs] €CTeCTBEHHBIM
aHTUKOAryJIssHTOM npoTernHoM C B mojoxkeHuu 506, Kak 3TO MPOMCXOAUT B HOPME,
a CTAHOBUTCS YCTOMUYMBBIM K €r0 JeicTBUI0. Bo3HMKaeT pe3sucTeHTHOCTh (akTopa V
k npoteuny C. B pe3ynbrare 3T0il p€3UCTEHTHOCTH B KPOBH YBEJIMYMBAETCS KOHILIEH-
Tparus (akTopa V CBEpTHIBAIONIEH CUCTEMBI, BOSHUKAIOT TpoMO03bl. [Ipn myTtamnmm
(dakTopa V puck TpomMOO30B B TEUCHHE KM3HU B 8 pa3 BbIlIE, 4YeM O€3 MyTalluH,
a y TOMO3UTOTHBIX HOcUTeNEH OH Bbille moutd B 90 pa3. TpoMOO03bl MPOBOLIMPYIOTCS
pazNUYHBIMU (PaKTOpaMH, OAHUM U3 KOTOPBIX SBISIETCSI O€PEMEHHOCTD.

JlmarHocTrka JieIeHOBCKOW MyTanuu Gakrtopa V MpOBOAUTCS MyTEM OMpeIie-
nenust AUTB 6e3 aktuBupoBanHoro nporenHa C u ¢ HUM. Pe3UCTEeHTHOCTh K aKTH-
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BUPOBaHHOMY NpoTerHY C BBISBISETCS MO COCOOHOCTH TUIa3Mbl MAIMEHTKHU MPOTH-
BOCTOSITH NposioHrupoBannio AUTB, BbI3BaHHOMY A00aBiieHHEM aKTUBUPOBAHHOIO
nporernHa C. YV MalueHToK ¢ MoJI00HBIMU akyIiepckuMu ocnoxkanenusiMmu AUTB mo-
&eT ObITh U3MEHEHO B CBSI3M ¢ HamumuueMm aHntudocdonunuaHoro curapoma (ADC).
B stux cnyuasix, a Takke npu norpaHudHbix 3HadeHusx AUTB, Bepudukanuro aua-
rHo3a «MyTauus JlelaeH» npOoBOJUTCS C MOMOILBIO METO/1a MOJIUMEPAZHON LIEMTHON
peakiuu (ITLP).

Jleuenue TpomMOOGUINK, BBI3BAaHHOW JEHIEHOBCKOM MyTamueil ¢akropa V,
Npe/CTaBisAeT co00il Tepamuio OCTphIX TpoMOO030B y OepeMeHHbIX. Haznauaercs
H®I" BuyTpuBenHo noja koutposiaeM AUTB, HMI' noakoxxHO — panTenapuH HaTpus,
HAJpONapuH KallbLiKs, SHOKcanapuH Hatpus. [Ipu ocrnoxxHeHHOM Tpombodumueit Te-
YeHUU OEPEeMEHHOCTH U TPOMOOIMOOIMYECKUX OCIOKHEHHUSIX B aHAMHE3€ Ha3Hada-
torcst HOI' wiin HMI' B MeHbIIMX 103aX, 4YeM MPU HAJIUYUH TPOMOOIMOOINYECKHUX
ocioxuenuil. [lpu oTcyTcTBUM TPOMOOIMOOIMUYECKUX OCIOKHEHUN, HO MPHU HAIU-
yuu MyTauuu U TpoMmOodpumuu npumenstorcs HMIT B mpodunaktuueckux mozax
B TeueHue Bceil 6epemenHoctu. [locne ponos Haznayator HOI unu BapdapuH, Tak
KaK B 3TO BPE€Ms BEJIUK PUCK Pa3BUTHsI TPOMO03MOOIINH.

MyTtanus reda nporpomouna G20210A

Myrtanus rena nporpomOuna G20210A cocTOUT B 3aMeHE HYKJIEOTH]1a TyaHUHA
Ha HykJeoTua afeHuH B no3uumu 20210. [laHHass myTtamnus XxapakTepU3yeTcsl MOBbBI-
LIEHWEM B IOJTOpPA-IBa Pa3a IO CPABHEHUIO C HOPMOM KOJMYECTBA HOPMAJIBHOTO
nporpomobuna. [Iporpom6un, umu dakrop I, mox neiicteuem daxropo X u Xa me-
PEXOIUT B aKTUBHYIO (JOPMY, aKTUBUPYIOIIYI0 0O0pa3oBanue ¢pudbpuna u3 GudOpruHO-
reHa. Myranus rena npotpom6buna G20210A cpenu HacneaCTBEHHBIX TPOMOO(HIniA
Habmogaetrcss B 10-15 % cnydaeB. Y marueHToK ¢ riyOOKMMH TpoMOO3aMHu MyTa-
[IUI0 MPOTPOMOUWHA BBISBIAIOT Y 6—7 %. Jlis aTOM MyTanuu xapakTepHbl BEHO3HBIC
TpOoMOO3bl Pa3IMYHON JIOKAIU3aLMU, PUCK KOTOPBIX BO3PACTAET B COTHU pa3 BO Bpe-
Msa OepeMeHHocTH. [Ipu Hanmuuum TpomO030B MyTtamus G20210A yvacto coueraercs
C JICWJIEHCKOW MyTalleil, 4TO COCOOCTBYET BOSHMKHOBEHUIO OYEHb PAHHUX TPOM-
06030B (y 20—25-meTHUX) U YBEJIUYEHUIO YACTOTHI TPOMOOIMOOIMUECKUX OCIIOKHE-
HUW BO BpeMsi OEPEeMEHHOCTH U B TTOCJIEPOIOBBIN TIEPHOI.

JlmarHocTrka MyTalliy reHa mpoTpoMOnHa mpoBoautces Mmetoaom ITIP.

Benenue u nedyeHre manueHToK ¢ 1eeKToM NMpoTpoMOMHA TaKoe ke, Kak U Ia-
IIUEHTOK C MyTaluei dakropa V.

I'mnepromoumcrenHeMus

['unepromorcrenHeMuss — 3TO MyJbTU(GAKTOPHAS MATOJIOTHS, Pa3BUBAIOLIASCS
II0J1 BJIUSHUEM T'€HETHYECKMX M HEr€HETUYECKUX MeXaHW3MOB. [IpuuuHbl runepro-
MOIIMCTEHMHEMHUHU MOTYT OBITh HACJIEICTBEHHBIMU U puoOpeTeHHbIMU. HacneacTBen-
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HbIe (paKTOpBI BKIIOYAIOT AeUIUT GEepPMEHTOB U neUuuuT TpaHcrnoprta. BeisiBieHO
nBe pazHoBugHocTH reHa MTHFR (metunenterparuapodonarpenykrassl). Haubosnee
W3YYCHHOU SIBJISIETCS BApUAHT, B KOTOPOM HykJeoTua uuto3ud (C) B mo3umuu 677,
3ameHeH Ha TuMuuH (T). Takoit momumopdusm MTHR o6Go3Hauaercs kak MyTtarus
C677T. Hanuune mytaunu C677T conmpoBoXaaeTcs MOBBIIIEHUEM YPOBHS TOMOILIU-
cTerHa B KpoBu. Jpyrum Bapuantom noaumopdusma rena MTHFR sBnsiercs 3amena
HykJeotuaa aaeHuHa (A) Ha uuro3ul (C) B no3unuu 1298. Hanuuue stoit MmyTanuu
HE BJICUET 3a COOOW YBEIWYEHUE YPOBHS TOMOIMCTEWHA B KpoBU. Ho kKomOuHaIms
rerepo3urotHoct aienerd 677T nu 1298C conpoBoxk1aeTcst HE TOJIBKO CHUKEHUEM
aKTUBHOCTU (hepMEHTa, HO U BO3PACTAHWEM KOHIEHTpAIIMU FTOMOIIMCTENHA B IJIa3Me
Y YMEHBIIECHHEM YpOBHS (ojiaTa, Kak 3T0o ObIBaeT mpu romosurotrHoctu 677T. Dep-
MeHT MTHF npencrasnsier co0oil 1oHATOp METHIBHOW TPYNIbI IS MIPEBPAIICHHS
TrOMOLIMCTENHA B METHOHUH B PUCYTCTBUU KO(PAKTOPOB — MUPHUIOKCHHA (BUTAMUHA
B6) u nnankob6anamuna (Butamuna B12), u, kak cyoctpara, ¢honueBoil KucnoThl. 13-
32 MyTallM¥ T€HOB AKTUBHOCThH (PEPMEHTA CHUKAETCS, HAPYIIAETCSI META00INYECKHIA
IIyTh MPEBPAILEHUS TOMOLKCTENHA U €r0 COJIEPKAHUE B IIIa3Me BO3PACTAET.
VYMeHbllIeHHE B MUIIE COAECpXKaHUs MUPUIOKCUHA, [[MaHKoOataMuHa U ¢oiue-
BOM KHUCJIOTBI BBI3bIBAET THIIEPTOMOIIMCTEMHEMUIO HE TOJBKO Y TOMO3UTOTHBIX HOCH-
Tenel, Ho U y moaen 6e3 myrauuu rena MTHFR. B Hopme conepxkanue romonucre-
WHA B TUTa3Me cocTaBisieT 16 Mkmoiw/n. Bo3pacranume ypoBHsS TOMOLKMCTEHHA IO
100 mxmonB/11 BieueT 3a co0Oil MOSIBICHHE TOMOLMCTEUHYpUH. [ nmeproMmonucren-
HEMUA U Je(PEeKThl Pa3BUTHUS LEHTPAIBHON HEPBHOM CHCTEMBI SMOPHOHA YXKE XOPOILIO
M3YYEHBI U OOBSACHSIOT, KaK U NoueMy JieueHHe (oJIMeBOil KUCIOTOM MO3BOJISET CHU-
3UTh UX BOBHUKHOBEHHE. | HIEProMOIMCTENHEMUS CBSI3aHa C TPUBBIYHBIMU PAHHUMHU
noTepsIMU OEPEMEHHOCTH, pAaHHUM HayajoM IecTo3a, OTCIONKOM IUIAalleHThI, 3a1ep K-
KOM BHYTpUYTpOoOHOro pasButus. llojararor, 4To IMneproMolMCTENHEMUS MOXKET
BbI3BaTh MOPAXEHUE HHAOTEIUS COCYJIOB M3-3a HApYUIEHUS OKUCIUTEIbHO-BOCCTA-
HOBUTEJIBHBIX PEAKIIMI, BO3pACTaHUsl YPOBHSI CBOOOJHBIX PAJMKAIOB U YMEHbBIIEHUS
YPOBHSI OKCHJA a30Ta 32 CUET BJIMSHMS Ha aKTUBALMIO KOAryJSLHMOHHBIX (DaKTOPOB
(TraneBoro (akropa u daktopa XlI) n/unu UHTHOUTOPOB CBEPTHIBAHUS KPOBH.
JleyeHne rUneproMOLMCTEMHEMUM COCTOUT B JOCTaTOYHOM HACBIIIEHUU Opra-
HU3Ma MAIUEHTKH (POIUEBOM KUCIOTOM, IIMaHKOOATIAMUHOM U MMUPUAOKCUHOM.
Bapuko3Has 00.1e3Hb HUKHUX KOHEYHOCTEH
[Ipu Bapuko3Hoit 6one3nu HuxHUX KoHeuHocTedl (BBHK) npoucxomut pacuiu-
pEHUE U yIJTMHEHUE MOJAKOXKHBIX BEH HOT B pe3yJIbTaTe NaTOJOTMYECKOr0 M3MEHEHHUS
WX CTEHOK M KJIAIIAHHOTO arapaTa, KOTOPbIE HOCAT CTOMKUN 1 HEOOpaTUMBIM XapakTep.
3ab6oneBaemocth BBHK cocraBmser 3 Ha 1000 6epeMeHHBIX, 4TO B 5—6 pa3 yarge,
yeMm y HeOepeMeHHbIX, nmpudeM B 80 % ciyuaeB Bapuko3Hasi 00JIE3Hb BBISBIISACTCS
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BIIEPBBIE BO BpeMsi OEpEMEHHOCTH. Y OCpEMEHHBIX Yallle BCETO OTMEYAOT TPOMOO-
(beOUT MOBEPXHOCTHBIX BEH M TPOMOO3 IITyOOKHUX BEH HUKHUX KOHEUHOCTEH.

K npenpacnonaratonmm dakropam passutus BBHK y GepemenHbIX oTHOCATCS
BO3pacTaHue o0beMa MUPKYIUPYIOIIEH KpOBU, CHABJICHHE HIDKHEW TOJIONM BEHBI
Y MIOJB3/IOIIHBIX BEH OEpEeMEHHOI MaTKOMW, MOBBIINICHHWE BEHO3HOTO JIaBJICHUS, 3a-
MeJIJICHUE KPOBOTOKA B COCYy/laX HOT, C1a00CTh COCYJUCTON CTEHKHU M3-3a HAPYIICHUs
CTPYKTYpHI ¥ (YHKIIMH COCIWHUTEIHLHOW TKAaHW W TJIAIKOW MYCKYJIaTyphl, TIOBpe-
KIEHUE PHAOTENUS W KJIANaHHOTO afmapara BEH, HapylIEHWE MUKPOLUMPKYJISIUH.
B anamuese y 6epemennbix ¢ BBHK wamie Bcero umeror mecto npodeccus, cBa3aHHas
C IUTUTENILHBIM CTOSTHUEM, 0KMPEHUE, CePACUHO-COCYAUCThIE U UH(EKIIMOHHbIE 3a00-
JIEBaHUSI, HAPYIICHUS CBEPTHIBAIONICH CHUCTEMbI KPOBU, IPHUEM OPAJIbHBIX KOHTpALIET-
THUBOB U ITIOKOKOPTUKOCTEPOUJIOB, T€CTO3, AaHEMUSI, JUTUTEIIbHBINA TOCTEIIbHBINA PEXKHUM.

K OCHOBHBIM KJIMHUYECKUM MPOSBJICHUSIM BAPUKO3HOTO pacUIMpeHus BeH y Oe-
PEMEHHBIX OTHOCSITCA OOJM B HOTaxX TAHYIIETO M HOIOUIEro XapakTepa, ObIcTpas
YTOMJISIEMOCTD MPHU X0/1b0€, YYBCTBO TSHKECTH B HOTaX, CYJAOPOXKHBIE TOJICPTrUBaHUS
MBIIII] HOT, OTEKH U TPO(PUUECKUE KOKHBIE PACCTPONCTBA.

[IpoBoaAaT ciemyromue Ja60paTOpHbIE TECTHI: ONMPEIEICHIUE COCTOSHUSI CBEPThI-
BaroIiei cucteMsl kpoBu B 1618 nenens, 2830 Henens, 36—38 Henenb, B TOM YHUCIIE,
ouenka AYTB, koarymorpamMmsl, MpOTPOMOMHOBOTO MHJAEKCA, PUOpHUHOIEeHa, arpe-
raiyyd TPOMOOILIMTOB, PACTBOPHUMBIX KOMILJIEKCOB MOHOMEpPOB pubpuHa, D-aumepa.
BeimonHsaoT sxorpaduyeckoe MccienoBaHUE BEH HOT C OMNpeeieHUEeM BEJWYUHBI
MPOCBETA OCHOBHBIX BEHO3HBIX COCYJIOB, MPOXOJUMOCTH BEH, XapaKTepa BEHO3HOTO
KPOBOTOKA, HAJIWYMA WM OTCYTCTBHUS peduitokca; Aomnrieporpaduio s OIEHKU
MIPOXOIMMOCTHU TJIYOOKHX BEH, OMPEACNICHUS COCTOSITEIbHOCTH KJIAMIAaHHOTO armapa-
Ta, BBISBIICHUS HAJIWYUS U JIOKAJIU3allUd TPOMOOB, y4acTKOB peduitokca B mnepdo-
PAHTHBIX BEHAX U COYCThSIX.

Hemenukamento3noe neuenue BBHK BkitouaeT neuebHyo GpuskynbTypy, Mac-
Cax, MCIOJIb30BaHUE KOMIIpeCCUOHHOro TpukoTaxa |-l kimacca xommpeccun (37a-
CTUYHBIE OMHTBI, YYJIKH WU KOJTOTKH) €XKETHEBHO HA MPOTSHKEHUH OEPEeMEHHOCTH,
B poJiax U B MOCJIEPOJOBOM MEPUOJIE.

MenukameHnTo3Hoe JiedeHne OepemeHHbIx ¢ BBHK BkirouaeT HazHadeHue o/1-
HOTO M3 CJIENYIONIUX MpenapaToB: TUOCMUH-JI(), TITUBEHON, TPOKCEBA3HH, JETPAICKC
BHYTpPb. [Ipu sABICHUSAX THUNEPKOATYISALNU U CUHIPOME NUCCEMUHHPOBAHHOTO BHYT-
PUCOCYAUCTOTO CBEPTHIBAHUSI UCTIONB3YIOT aHTUKOATYJISIHTBI: TeIapUH MOAKOXKHO J10
3-5 nHeit; ppakcunapuH, JanbTenapyuH HATPUS 10 S5—7 AHEW. XUpypruueckoe jieye-
HUE TIPOBOMASAT B CIIy4asix Pa3BUTHUS TPOMOOAIMOOJIMUYECKUX OCIOKHEHUU (TpombOo3a
rIIyOOKuX BeH, TpoMmOogaeOuTa NpoKcMMaabHEee BepXHEeW TpeTu Oempa). Merton
POJOpA3pEIICHNs] 3aBUCUT OT aKyllepckoil cutyanuu. [IpennodyturensHo poaopas-
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pellleHre 4Yepe3 €CTECTBEHHbIE POAOBbIE MyTH. Bo BpeMs pomoB 00s3aTeNbHO HC-
MOJIb30BaHUE AJIACTUYECKON Komripeccuu (OMHTOBaHHE HOT, 4YyJKku). 3a 2 yaca J0
pOXJieHUs peOEHKAa HE3aBUCUMO OT CIOco0a pojopaspelieHus 1esiecoo0pa3Ho BBe-
nenne 5000 EJ] renapuna.

Tpom06o¢d1eOUT NOBEPXHOCTHBIX BEH

Tpombodnedbur — 3aboneBaHNE BEH, XapaKTEPHU3YIOIIEECsS BOCIMAJICHUEM HX
CTEHOK U TpoMOo30oM. B anamHuese y OepemeHHON ¢ TpomMOO(haeOUTOM MOBEPXHOCT-
HBIX BeH 4aille Bcero uMeror Mecto BBHK, a Taxkxe Te ke 3a00JieBaHUS U COCTOSTHHS,
koTopklie crioco0cTBytoT BBHK. bepemenHnasi 00bI4HO NIpeIbsBIISAET 5Kal00bl Ha yMe-
peHHy10 0oJie3HEHHOCTh npu Xxoab0e. 1o X0y BeHbl MOKHO MPONaibIUpOBaTh 00-
JIE3HEHHBIN TUIOTHBIA UH(UIBTPAT B BUJE LIHYpa, a HaJl UHQUIBTPATOM BBISBISETCS
THUIIEPEMUS] KOKH U YIUIOTHEHHE ITOJKOKHOM JKMPOBOW KIJIETYATKHU. Temmeparypa Te-
Jla TAMEHTOK YBEJIMYMBAETCS, KaK MPaBUIIO, 10 cyO(heOpriIbHbIX U(P, IMyJIbC CTa-
HOBUTCS 00JIE€ YACTBIM.

[IpoBOaAT OCMOTpP M MaJbIALUIO OBEPXHOCTHBIX BEH HOT, BBIIOJHAIOT OOIIMIA
aHaJIU3 KPOBH, IIPH KOTOPOM MOTYT BBISIBUTHCS YMEPEHHBIN JIEHKOLIUTO3 CO CABUIOM
JeKOLMTapHOW (HOPMYJIbI BIIEBO, YBEIMYEHHUE CKOPOCTH OCENAaHUS SPUTPOLIUTOB.
OnpenensroT COCTOSTHUE CBEPTHIBAIOLIEH CUCTEMBI KPOBH, OLICHUBAIOT CIEAYIOLINE
nokaszatenu: AYTB, koarynorpammy, npoTpoOMOMHOBBIN UHAEKC, (PHUOPUHOTEH, arpe-
raiyio TPOMOOIIMTOB, PACTBOPUMBIE KOMILIEKCHI MOHOMEpPOB (ubOpuHa, D-mumep.
[IpoBonAaT 3xorpaduyeckoe ucciaeoBaHUE BEH HOT € ONPEAEICHUEM BEIUYUHBI MTPO-
CBETa BEHO3HBIX COCY/IOB, MPOXOAMMOCTH BEH, XapakTepa BEHO3HOI'O KpPOBOTOKA,
HaJIMYUs WM OTCYTCTBUS peditokca; nonmieporpaduro s OLleHKH POXOIUMOCTH
BEH, OIIPENENICHUsI COCTOSITENBHOCTH KIIAMIAHHOIO annapara, BBISABICHHS HaJIUYHS
1 JIOKaJIM3aIuy TPOMOOB; 110 MIOKa3aHUSM MPOBOAT (hiredorpaduto.

HemenukamenTo3noe jedenre TpomOodaeOuTa y OepeMEHHBIX BKIIOYAET MPHU
HaJIM4yuu TpomMOo03a B 00JIACTU TOJICHU W HIDKHEW TpeTu Oe/pa B KauecTBE MECTHOM
Tepanuyu Ha3HAYEHHUE XOJIOIa B TEUCHHE TMEPBBIX 2—3 JHEH, Ma3eBbIC AITUIHKAIIH
C TeTIAPUHOM HATpHSs, TPOKCEPYTUHOM WM (HEHUIIOYTa30HOM, BJIACTHUYECKYI0 KOM-
IIPECCUIO0 HOT M MX BO3BBILICHHOE MOJIOKEHHE. B KauecTBe MEAMKaMEHTO3HOM Tepa-
AU UCTIONB3YIOT HECTEPOUHbIE TpoTUBOBOCcTaUTeNbHbIE cpeacTBa (HIIBC), kcan-
THHOJIA HUKOTWHAT, ALETHICAJULIUIOBYIO KHCIIOTY, aHTUTMCTAMHHHBIE IPENapaThl
(k1eMacTuH BHYTPh U Ap.). g ymydieHus: MUKpOLUPKYJISIUN U okazaHus ¢edo-
JVHAMUYECKOI'0 JACHUCTBUSA NPUMEHSIOT TPOKCEPYTHUH, dCUUH. [Ipu THKENBIX Tpom-
005MO0JINYECKHUX OCIOXKHEHHUSAX B AaHAMHE3€, a TAK)Ke MPHU MaTOJIOTMYECKON THIepKo-
aryJsiui BO3MOXKHO HazHaueHne HMI' (HagponapuH Kajblusl, SJHOKCAApUH HATPHS,
JANTENApUH HATPUs) MOAKOKHO MOJ KOHTPOJIEM COCTOSIHUS CBEPTHIBAIOIIECH CUCTE-
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MbI kpoBu. HMI siBnstitoTCst cpeicTBaMu BbIOOpa Uit OEpEMEHHBIX KEHIIUH C Y4eTOM
ux 3¢(HEKTUBHOCTH M 6€30macHOCTH 110 cpaBHeHUI0O HDT'.

[Tpu Hammuum 3¢gdexra ot eueHuss TpoMOodIeOuTa MOBEPXHOCTHBIX BEH HUXK-
HUX KOHEYHOCTEH, MPU OTCYTCTBUU JIPYTUX MPOTUBONOKA3aHUN U MPU COOTBETCTBY-
IOLLEH aKyIIEpCKOM CUTyallid BO3MOXKHO POJOpAa3pEIEHUE YepPE3 ECTECTBEHHBIE PO-
J0BbIe TyTU. BeneHune poloB HE OTIMYAETCS OT TAaKOBOTO NpU (DU3HOJOTHUYECKOM
TeueHuu OepeMeHHoCcTH. Bo BpeMs poJ10B U B MOCIEPOJOBOM NEPHOJE UCIIOIb3YETCS
pracTUdecKass KoMImpeccus HOT. 3a 2 yaca J0 pPOXACHHUS peOeHKa Ienecoo0pa3Ho
BBeneHue HMI .

OcTpsbiii TPOM003 IJIyOOKHMX BeH IPpH OepeMEeHHOCTH

TpoM0603 MarucTpasbHbIX BEH Oelipa U Taza MOXKET ObITh 00YCJIOBJICH TIEpBUY-
HBIM MMOPaKEHUEM TITyOOKHX BEH FOJIEHU WM MOAB3O0IIHO-0€IpEHHBIX BEH. B niepBbie
3—4 nmus BenencTBUe cnaboi ¢pukcanuu TpomMOa K CTEHKE COCYJa MOXKET MPOU30UTH
€ro OTPBIB C MOcHeAyrole TpomOosMOonuen sierounoil aprepun (TDJIA). Yepes
5—6 nHel oT Hayana 3a00J€BaHUs K MATOJOIMYECKOMY MPOLECCY MPUCOEAUHSETCS
BOCHAJIEHWE UHTUMBI COCYy/1a, CIOCOOCTBYIOLIEe (PUKCAIUN TpoMOa.

[IpuyriHaMu BO3HUKHOBEHUSI TPOMOO3a MOTYT OBITh CTa3 KPOBH, IMOBPEKICHHUE
SHJOTENUS BEH, MOBBIIIEHUE CBEPTHIBAIOIIECH aKTUBHOCTH KPOBHU.

CHI)XEHHE WHTEHCHMBHOCTM OTTOKAa KPOBM IO BEHAM HWXHUX KOHEYHOCTEM
y OepeMEHHBIX O0YCJIOBJIEHO JaBJIEHUEM Ha MOAB3IOIIHBIE COCY/bl YBEIUYECHHOU
MAaTKOM, Meperpy3kol BHyTpeHHEN U OOIel MOAB3AOUIHBIX BEH M3-3a YBEIUYCHUS
OTTOKA KPOBH U3 MEKBOPCHHYATOTO MPOCTPAHCTBA, YMEHBILIEHUEM TOHYCA BEHO3HOU
CTEHKH, PaCIIMPEHNEM BEH, OTHOCUTEIBHOM KJIalaHHON HEIOCTATOYHOCTBIO.

[ToBpexxaeHue 3HAOTENHSI BEH Yy OCpEMEHHBIX M YBEIMUYEHUE AKTUBHOCTU CHU-
CTEMBI TE€MOCTa3a MOXET ObITh 0OYCJIOBJICHO JIeWCTBUEM WH(MEKIIMOHHBIX, TOKCHUYE-
CKHUX, IMMYHHBIX (DaKTOpPOB, a TaKKe€ BO3HHKAET BCJIEICTBHE TMMOKcUHU. Bospacra-
HUE AaKTUBHOCTH CBEPTHIBAIOLIEH CHCTEMBbI KPOBH Yy OEpEMEHHBIX OOYCIIOBIEHO
yBEIMYECHHEM conepkanus pudpunorena, mporpomouna, pakropos VII, VIII, IX; X.
B anamuese y OepeMeHHbIX ¢ TPOMOO30M INIyOOKUX BEH HM)KHUX KOHEYHOCTEH yaile
BCETO UMEIOT MECTO T€ ke 3a00JIeBaHus U cocTosiHUS, uTo U ipu BBHK.

Knuanueckn pasznuyaioT TpomMOO03 TIyOOKHX BEH TOJEHW M TOJB3AO0NTHO-O€I-
PEeHHBIN TpoMO03. IMOOJIBI B JISTOUHYIO apTEPUI0 UCXOAT U3 ATUX cocyioB B 80—90 %
CIy4aeB. XapaKTEepPHbI CICAYIOUINE NPU3HAKU: CTOMKUN OTEK TOJICHU WJIM BCEU HUXK-
HEl KOHEYHOCTH, YYBCTBO TSXKECTU B HOTaX, «TJISHIIEBBIN» BUJ KOXKH HAa MOPaXEH-
HOIl KOHEYHOCTH C YETKO Pa3IM4aeMbIM PUCYHKOM MOJKOKHBIX BEH, paclpocTpaHe-
HUe OO0JM MO BHYTPEHHEW IOBEPXHOCTU HIKHEM KOHEYHOCTH, B HMKPOHOXKHBIX
MBIIIIIAX, TOJKOJCHHON SIMKE, B 00JIaCTH Taxa Mo X0y COCYIHCTOTO My4yKa, yBEIu-
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YEHUE OKPY>KHOCTU MOPAaKEHHON KOHEYHOCTH, MPU3HAKKM MHTOKCHKAUMHU (YCKOPEH-
HBII MyJIbC, MOBBIIIIEHUE TEMIIEPATYPHI TENA, TOJIOBHAS 0O0JIb).

['myOokuii BEeHO3HBIM TPOMOO3 MMEET KIIACCUYECKUE KIMHMYECKUE MPOSBICHUS
JIMIIIb B TIOJIOBUHE CITy4aeB U OJTHUM U3 TIEPBBIX €T0 MPOsIBICHUN MOKeT ObITh TOJIA.

[IpoBOIAT OCMOTP M MAJBIIALKIO HOT, BBINOJHSAIOT OOIIMI aHAIU3 KPOBH, Olle-
HuBatoT AYTB, koarynorpammy, NpoTpOMOMHOBBIM HHJEKC, (PMOPUHOIEH, arpera-
IIUI0O TPOMOOIIMTOB, PACTBOPHUMBIE KOMILJIEKCHI MOHOMEpPOB (puOpuHa, YpPOBEHb
D-aumepa. [Ins moarBep:xkaeHus TpomO03a TiTyOOKHWX BEH MPOBOMAST JOMILIEpPOrpa-
(U110 C OLIEHKOM MPOXOJAMMOCTU BEH, HAIMYUS TPOMOOB U UX JOKAJIM3alUH, OIpeie-
JIEHUE COCTOSITENIbHOCTH KJIAMMaHHOTO anmapara. [Ipu HeoOXOAUMOCTH BBITOJIHSIOT
haedorpaduro.

HemenunkameHnTo3Hoe Je4eHUE OCTpOro TpoM003a riayO0OKuX BeH Npu OepeMeH-
HOCTHM BKJIFOYAET NEPEBOJ MALMEHTKU B 00S3aTEIBHOM MOPSAKE B XUPYPTHUECKHIMA
CTallMOHAp, HAa3HAYEHHE CTPOroro IMOCTEIBHOIO PEKHMMA, AIACTUYECKYIO KOMIIpEC-
CHIO HOT, IPUJAAHUE UM BO3BBIIIEHHOTO MOJIOKEHUS.

MeaukaMeHTO3HOE JIEYeHHE OCTPOro TpoMOo3a IIyOOKHX BEH Y OepeMEHHBIX
cocrouT u3 HazHaueHuss HOI' BuyTpuBenHo nox kontposiem AUTB. [JoOusatorcs
yBenuueHuss AYTB B 1,5-2 pasza no cpaBHeHuto ¢ kontposiem. HMI' mpeanouru-
tenpHee HOI' B ieueHuun TpoM0O03a riry0OKuX BeH. Tepanuio NpoaonKaoT B TEUEHHE
10-14 nmmeit m Oonee. B mocnemyromem BO3MOXeEH mepexon K BBeacHuio HMI,
HaIrpuMmep, HaJponapuHa Kajdblus NOAKOXKHO. Takke Ha3Ha4yaroT aleTUIICAITUIIMIIO-
BYIO KHUCJIOTY, Ipernaparbl, YyJIy4dlIAlollie MHUKPOLMPKYISLUUIO M PEOJOTHYECKUE
CBOMCTBa KPOBU, U aHTUOMOTHKU. [Ipu BhIsiBIeHUN (HIOTHPYIOIIEro TpoMOa mokas3a-
Ha YCTaHOBKa B HW)XHIOIO TIONyI0 BEeHY KaBa-(uibTpa. [IpoBOIsST M apyrue BUIBI
oTepaluii, NpensTCTBYIOINUX MUTPALlUU TpoMOa B CUCTEMY JIETOYHOTO CTBOJA, C O-
CJICYIOLTUM TIPOBEJICHUEM TPOMOOIUTHYECKON M aHTUKOATYJISIHTHOU Tepanuu. [Ipu
HaJIU4YMKu (IOTHUPYIOMIEr0 TPpOMOa MarucTpalibHOM BEHbI, MPEACTABISIONIETO Omnac-
HOCTb B TUIaHe BO3HUKHOBeHUsT TOJIA, HeoOXoaMMa KOHCYJIbTAIlUs XUpypra Jjisl pe-
IIEHUSI BOIPOCAa O BO3MOXHOCTH NPEIOTBPAIICHUS JAaHHOTO OCIIOXHEHUS XUPYPIu-
yeckuM myTeM (ycTaHOBKa KaBa-(uibTpa). Jledenme TtpomOo3a TIyOOKHUX BEH HOT
IIPOBOJIUTCS TOJIBKO B YCIOBHSIX CTAllMOHAPA.

TakTuka BeneHUs OEPEMEHHOCTH 3aBUCHUT OT €€ cpoka. [Ipy BO3HMKHOBEHHH
TpoMO03a ri1y0OKHX BeH HOT B | TpuMecTpe O€pEeMEHHOCTh MOXKET OBITh TIPOJIOHTHU-
pOBaHa B TOM Clly4ae, €ClIi HE IMPOBOAWIOCH PEHTTEHOJIOTHUYECKOTO MCCIEN0BaHUS.
[Ipu Tpom6o3e rimybokux BeH Bo Il u Il TpumecTpax Bo3MokHO coxpaHeHue Oepe-
MEHHOCTH MpPU OTCYTCTBUM JPYTHX aKyHIEPCKUX OCIOKHEHUMU, YCYTYOISIFOUIUX KIIU-
HUYECKOE TEUYEeHHUE MaToJOrHH cocyaoB. Eciiu TpoM003 He mpeAcTaBiseT OMacHOCTU
C TOYKH 3PEHHUSI BO3MOXHOrO BO3HHUKHOBeHUs TOJIA, TO pomopa3penieHrue MOKET
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OBITH TIPOBENICHO KaK Yepe3 €CTECTBEHHBIE poAoBbIe MyTH, Tak U myteM KC, B 3aBu-
CUMOCTH OT aKyLIEpPCKOW CUTyaluu. BBeneHHe remapuHa HaTpHsl MPEKPALIAOT 3a
6 yacoB 10 0XHIaeMbIX POJOB M BO30OHOBISIIOT depe3 6 yacoB mociie HUX. Ecnu
y MaIMeHTKU uMeeTcs (PIOTUPYIomuidi TpoMO, KOTOPBIN, Kak U3BECTHO, MPEACTABISET
yrpo3y Bo3HUKHOBeHUs TOJIA, To poaopaspelieHrne 4epe3 €CTECTBEHHBIE POJIOBBIE
MyTH BO3MOYXHO TOJIBLKO IOCJIE UMIUIaHTAaMKu kaBa-GuiabTpa. Ecou kaBa-GuiabTp HE
YCTaHOBJICH, TO POJOpa3pellieHue BeIMOIHAIOT nyTeM KC B coueTaHuu ¢ miMkamnuein
HIDKHEH TOJIOM BEHbl MEXAHWYECKHUM IIBOM Ha (POHE KOMIUIEKCHOH aHTUTPOMOOTH-
YECKOW TEparuu.

TIJIA y 6epeMeHHBIX

TOJIA B 80—90 % MoKeT MPOUCXOAUTH BCIACACTBUE UCXOIHOTO TpoMbOOo3a riry0o-
KHX BEH T'OJIEHU W MOAB3IOIIHO-OEAPEHHOr0 TpoM003a WUiIM MOCJE MEPBOHAYATIBLHOTO
MIPOHUKHOBEHUS (DIOTUPYIOIEH YacTh TpoMOa B TIIyOOKYIO BEHY Oejjpa U HapyKHYIO
MOB3/IOIIHYIO BEHY MPU MOBEPXHOCTHOM TpoMOOdieOuTe OOJbIION MOJKOKHON Be-
Hbl. B aHamue3e y OepemeHHbIX ¢ TOJIA MMEIOTCS yKa3zaHUs HaJIU4UE OXXUPEHUS,
MTOBEPXHOCTHOTO TpoMOodaeOuTa GONBIION MOJAKOKHOW BEHBI, TPOMOO03a IITyOOKHX
BEH T'0JICHU, PEBMAaTUYECKHUX MOPOKOB CEpIla, apTepUaIbHON TUNIEPTEH3UHU, NHEK-
IIMOHHBIX 3a00JI€BaHUMN, TUTIEPKOATYIISAIMH, 3a00I€BaHuUs MOYEK, TXKEJIOro TecTo3a,
JUTUTEIBHOTO MTPUEMa OpaIbHBIX KOHTPAIIENTUBOB, IITIOKOKOPTUKOCTEPOUIOB.

TOJIA, oxBaTbIBaroas JETOYHbIN CTBOJI U IJIaBHBIC JIETOYHBIE apTEPHUH, BO3HU-
KAaeT BHE3AMHO M YacTO 3aKaHYMBAETCS JIETAIbHBIM MCXOAOM. DMOOJUs CEerMEHTap-
HBIX JIETOYHBIX apTepuil OOBIYHO MPOSIBIISAETCS JIETOUHO-TUICBPATIBHBIM CUHIIPOMOM,
KOTOPBIN MPOSIBISETCS OOJISIMU B TPYIHON KJIETKE, YCHJIMBAIOUUMUCS TIPU JIBIXaHHH,
OJIBIIIKOM, CyXUM KalllJIEM, ITOBBIIICHHEM TEMIIEPATYPHI TEJIA.

Bonee oGmmpHas TpoMO603IMO0IIHS COMPOBOKIAACTCS OCTPOM JIETOYHO-CEPACTHOM
HEJIOCTATOYHOCTHIO, OOJISIMU B TPYJIH, BHE3AITHON MOTEpel Co3HaHUA. Y MaIlMeHTOK
Ha0oAaeTcsl MaHo3, Ha0yxaHue W MyJbCalusd SPEMHBIX BEH, YYallleHHOE W TO-
BEPXHOCTHOE JbIXaHUE, CHIDKCHUE apTepUalbHOTO AaBlieHus, Taxukapaus. [lpu ¢u-
3UKaJIbHOM HCCIICIOBAaHUM OCPEMEHHOM OIEHHUBAIOT HAJMYWE I[MaHO3a, OJBIIIKH,
YYalIeHHOTO JbIXaHUs, TAXUKAPUU, XPUIIOB B JIETKHUX.

OrnenuBaroT cienayonue 1adoparopueie nokaszarenu: AUTB, koarymorpammy,
MPOTPOMOMHOBBIA WHIEKC, (UOPUHOTEH, arperaruio TPOMOOIIUTOB, PACTBOPUMBIC
KOMILJIEKCHI MOHOMepoB (ubpuna, D-mumep. IlpoBomutcs ckpunuar Ha ADC
Y HaclieJIcTBeHHbIE TpoMOodminu. B kauecTBe MHCTPYMEHTAIBHBIX METOJIOB HCCIIE-
JOBaHUS BBIMOJHSIOT 3JEKTPOKApAUOrpaduIo, YIbTPa3ByKOBOE UCCIIEIOBAHUE CEPI-
11a U COCYJIOB HMKHUX KOHEUHOCTEH. Y OEpEeMEHHBIX JKCHIIUH MPHU MOJ03PEHUN Ha
TOJIA B kauecTBe MEPBOTO JIYYEBOIO HCCIIEIOBAHUS PEKOMEHIYETCS pEHTTeHOrpa-
¢us opranoB rpyaHoi kietku. KommbpiorepHo-ToMorpadudeckas anruorpadus je-
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rouynbix cocynoB (KTA), 6o1ee npeanoyTurensHa, 4eM BEHTHIALUOHHO-TIEP(Y3HOH-
Hasi cuuHTUrpadus Jerkux. Bompoc o mpoBeieHuM dyyeBoM auarHoctuku TOJIA
pemaercs UHAUBUYAIbHO B Ka)XJIOM KOHKPETHOM CIIy4a€ B CBS3UM C HETaTHUBHBIM
BO3JICMICTBUEM €€ METOA0B Ha IUIO/I.

MenukamenTto3Hoe sedeHne TOJIA y OepeMEeHHBIX COCTOMT B IPOBEIACHHU
TpoMOoJu3Kca ajabTEIIa30il WM TEHEKTEIUIa30d U aHTUTPOMOOTHYECKOW Teparnuu
H®T" unu HMI' [7]. HOI' u HMI' He nponukarot uepe3 mianentry, Ho HOI' yamie
BBI3BIBACT TPOMOOIMTOIICHUIO U ocTeornopo3. Kpome Toro, HOI' HEoOX01uMO BBO-
IUTh TOAKOXHO vanie, yeM HMI'. CtaHaapTHBIN renapus cileayeT NPUMEHSTh y Ta-
[IMEHTOK C MOYEYHOM HEIOCTAaTOUYHOCTBHIO, a Takke ¢ MaccuBHOU TOJIA. Bo3morkHO
BBITIOJTHEHHE AMOOIPKTOMUU U3 JIETOYHbIX apTepuil. Jleuenue Oepemennbix ¢ TOJIA
OCYILECTBIISIETCA B YCIIOBHSIX CTAlIMOHAPA.

AKky1epckas Taktuka y 6epeMeHHbIX ¢ TOJIA 3aBUCHUT OT TSHKECTH UX COCTOSTHUS
u cpoka O6epemenHoctu. Ilpu BozHukHoBeHnn TOJIA B I TpumecTpe GepeMEHHOCTD
1e1ecoo0pa3Ho MpepBaTh B CBA3U € TSKEIBIM COCTOSTHUEM MAllMEHTKH U HEOOXO0IUMO-
CTBIO JUIMTEIIbHOW aHTUKOAaryJiHTHOM tepanuu. Bo II-III tpumecTtpax Bompoc o mpo-
JIOHTMPOBAHUU OEPEMEHHOCTH PEIIalOT WHAUBUYaIbHO B 3aBUCUMOCTU OT COCTOSIHUS
OepeMeHHO U 110/1a. bepeMeHHOCTh MpephIBatOT NpU TKEIOM COCTOSHUU OepeMeH-
HOM U BBIPAXEHHOM YXYAIICHUH COCTOSHHUA IuIofa. IIpu TskENOM cocTosHMM Mmanu-
€HTKHU POoJ0pa3pelleHre JOHKHO ObITh BbiNoJHEHO myTéM KC. AOnomMuHaIbHOE poio-
paspellieHrne MpoBOAAT TAKXKE€ W MPH OTCYTCTBUHM Yy MAalMEHTKU KaBa-puibtpa. [lpu
ATOM COCYIWCTBI XUPYPT BBINOJHAET IUIMKALWIO HWKHEN IOJIOM BEHBI MEXaHU4e-
CKMM IIBOM. lIpu yZOBJIETBOPUTEIBLHOM COCTOSIHUM NALMEHTKH, KOrJZa ¢ MOMEHTa
Bo3HUKHOBeHUs TOJIA mo pomoB mpomio 6osee 1 Mecsiia u reMoIMHaAMUYECKUE T10-
Ka3aTenu CTaOWIM3UPOBAINCH, NMPU HAIMYUHM YCTAHOBJIEHHOI'O KaBa-(QHUIbTpa pOJIbI
MOTYT OBITh ITPOBEJCHBI Y€Pe3 €CTECTBEHHBIE POJOBBIC MYTH. Y MAlIMEHTOK, HEJIaBHO
nepeHecumx TOJIA, B MocaepoaoBelii MEpUOA BO BPEMsl TPYIHOIO BCKapMIIMBAHUS
neyenne HMI' unu HOI' BO300HOBISIOT MPU OTCYTCTBUM BBIPAXKEHHOTO KPOBOTEYE-
HUS1, WIK NIepeXosT Ha pueM Bapdapuna wim ponganapunykca [8, 9]. MHO cocras-
asier 2-3. B cBsA3M ¢ OTCYTCTBHEM 3aBEpPUICHHBIX KJIMHUYECKUX HCCIIEAOBaHUI, Kaca-
foumxcss 6e3omacHOCT U 3()PPEKTUBHOCTH B MEPUHATAIBLHOM TMEPHOJE MPSIMbBIX
opanbHbIX aHTHKOAryiassHTOB (IIOAK) — mpemapatoB puBapokcabaH, maOurarpa,
anuKcabaH M 3/10KcabaH, — WX MPUMEHEHHE y OEPEMEHHBIX U KOPMSIIIUX JKEHIIMH HE
pexomenayertcs [10, 11]. C BbICOKON BEpOSTHOCTBIO 3TH MIpenapaThl MPOHUKAIOT Yepe3
IJIALEHTY, U UX PENPOAYKTHUBHBIE PUCKM HEU3BECTHBI. ECIM ManyMeHTKa HE IJIaHUPYeT
BCKapMJIMBaHue rpy/bto, antukoarysiuuio HMI™ moxuo 3amennts [IOAK. Ilpu BEI-
SIBJICHUY He3aIIaHUpOBaHHOM OepemeHHOocTH Ha doHe neueHus [IOAK pekomenyer-
cst HeMeIeHHO 3ameHnTh Ha HMI', omHako GepemeHHoCTh He npephiBatot [12, 13].
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XpoHuyeckasi BeHO3Has1 HeA0CTATOYHOCTH (XBH)

XBH Bo3HuKaeT npu opraHuveckor U GyHKIIMOHAIBHOW HEIOCTaTOYHOCTH IT10-
BEPXHOCTHBIX U TJIyOOKHX BEH M TMPOSBISETCS HApYIIEHWEM BEHO3HOTO OTTOKAa W3
HWKHUX KOHEYHOCTEH, MPUBOJS K J€30praHU3aluyd PETMOHAPHOM CUCTEMBI MUKpPO-
HUAPKYJISLIHH.

K XBH mpusonsar BBHK, noctrpombodiedutnyeckas 00sie3Hb, BPOKICHHBIE
ITOPOKM pa3ButTusa BeH. PakTopbl pucka passutuss XBH — 310 renernueckas npen-
PacHoJI0KEHHOCTb, TUIIOIMHAMUS, JUIMTEIBHOE CTOSTHUE HA HOTaX, CUICHUE, TSKEIbIIA
bu3nYecKuil TPy, 3aHATHUSI CIIOPTOM C HAarpy3kod Ha HOTH (Oer, TEHHHC), 4acToe
HOIIIEHUE BBICOKHMX KaOIJIyKOB, 3alOpbl, HAPYIIICHHUE KUPOBOTO 0OMEHa, MPUEM 3CTPO-
IeHOB, IOBTOPHBIE OEpEMEHHOCTH, keHCKH nosn. XBH BcTpewaercs B momymsiuuu ot
7% 1o 51,4 %.

K xnuanueckum Bapuantam XBH oTHOCSTCS BapuKO3HBINA, 00JI€BOM, OTCUHBINA U
CYJIOPOXHBIN KIIMHUYECKHE CUHAPOMBI. OCHOBHBIMU XKaj00aMHu SIBJISIIOTCS 00Jib, TO-
BBIIIIEHHAs! YTOMJISIEMOCTb, YYBCTBO TSKECTH, MAPECTE3UH, OTEKH, HOUHbIE CYJJOPOTH
B HIDKHHUX KOHEYHOCTSX. DTH CUMIITOMBI COYETAIOTCSl C MPOSBICHUSIMH BEHO3HOH Ia-
TOJIOTUHU: PACILIMPEHHBIMU BEHAMH, OTEKOM, TPO(YUIECKUMHU PACCTPONCTBAMMU.

[Tpu naGopaTopHON TUArHOCTHKE, TOMUMO OOLIEKIMHUYECKUX METOJI0B, HCCIIe-
IOYIOT CUCTEMY F€éMOCTa3a.

OcHoBHBIM JNe4eOHO-TIpoduakTuueckumM MetogoMm npu XBH y OepeMeHHbIX
ABJISIETCS] KOMIIpeccuoHHas Tepanus. [lepsbiii knacc komnpeccuu (18—22 MM pr. cT.)
Ha3HayaeTcs A npoduiIakTUKU Bapuko3a 1 XBH Bo Bpemsi 6epeMeHHOCTH U TOCIIe
ponoB. Bropoii kiacc kommnpeccuu (23-32 MM PT. CT.) UCHIOJIB3YETCA y OEpEMEHHBIX
¢ moosiMu ipu3Hakamu XBH. [Tpumenenne KoMnpecCuOHHOTO TPUKOTAXa SBIISETCS
TaK)Xe CIocoO0M MPOPUIAKTUKH TpomMOO3a TIYOOKHMX BEH HIKHUX KOHEYHOCTEH
u TOJIA u noka3zaHo BO BpeMst pogopaspemienus, Bkinodas KC, a tTakxe nmociie poios.
[IpumeneHue amacTuyeckoi kommpeccu y 0epeMennbix ¢ XBH cHmkaer puck pas-
BUTHSI TPOMOOSIMOOIMYECKUX OCTIOKHEHUM B 2,7 paza. B I tpumectp 6epemenHocTu
Y MepUo/i TPYAHOTO0 BCKapMIIMBAaHUS, KOT/Ia IPUHUMATh JIPYrue npenapaThl HE peKo-
MEHyeTcs, 11eJecoo0pa3Ho Ha3HayaTh MpernapaTbl MECTHOTO JEHCTBHS, COACPKAIINX
renapuH, Hampumep, renapuHoByro Masb. Kpemsol u renu, cogepsxamue HIIBC (auk-
nodeHak, keTonpoheH) MOTYT UCTIOIb30BaThCs Y OEPEMEHHBIX KOPOTKUMHU KypCaMH,
B OCTPOM IIepHuojiec TpoMOodIeOrTa MOBEPXHOCTHBIX BEH B COUCTAHUH C MperapaTaMu
Ha ocHOBe renapuHa. dnebGoTponHble MpenapaTbl HE OKa3bIBAIOT 3MOPUOTOKCHYE-
CKOI'0, MyTareéHHOTO ¥ T€PAaTOT€HHOI0 ACHCTBUS, MOITOMY MOTYT OBITh MCIOJIb30Ba-
Hbl B Tepanun XBH, Hauunas co |l TpumecTtpa 6epemenHoctu (AMocMuH-1 U ApY-
rue npenapatsl). [Ipu Tsoxensix popmax XBH (Hammuuu otekoB, 0olieid, Cymopor)
TEpanuio MPOJIOHTUPYIOT A0 3—4 MECSIIEB.
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B cBs3u ¢ MHOrOOOpa3ueM NpuyuH, KIIMHUYECKUX TPOSBICHUN U TSKECTHIO Be-
HO3HBIX TPOMOO3IMOOINI y OEpeMEHHBIX, HEOOXOIUMO CBOECBPEMEHHO BBISIBIISATH
(akTOphl PUCKA ATUX OCJOKHEHHUH C paHHUX CPOKOB OEPEMEHHOCTH, MCCIIEIOBATh
CUCTEMY reMocTa3a y 0epeMeHHbIX, a IPU HEOOXOJUMOCTH, B CIIy4ae HapylICHUs CH-
CTEMBI T€MOCTa3a, Ha3Ha4YaTh aHTUKOAryJsSHThI, ipeumyniecteeHHo HMI'. Cnenyet
MIPOBOIUTH MPODUIAKTUKY U aICKBATHOE JICUCHHE T€CTO3a, CBOCBPEMEHHYIO TUATHO-
CTUKY M YCTPAHEHHE KOAryJIOMaTHIECKUX, META0OINISCKUX U MIMMYHHBIX HAPYIICHHMI
y 6epeMeHHbIX. [Ipu IIUTEILHOM MOCTEILHOM PEKUME PEKOMEHAYETCSI BBITIOIHSTh
yhnpaxkHeHus i Hor. [Ipu BbICOKOM pHCKe TpomM0OO3a HEOOXOAMMO OrpaHHYEHHUE
(GU3MYECKUX U JUIMTENbHBIX CTATUYECKUX HArpy30K, HOILIEHUE SJACTUYHBIX YYJOK
WJIM NPOBEJECHUE NIEPEMEKAIOIIECHCS THEBMATUUECKONW KOMIIPECCUU HOT .

JIMTEPATYPA

1. Guidance for the treatment and prevention of obstetric-associated venous thromboembo-
lism / M. S. Bates [et al.] // J. Thromb. Thrombolysis. 2016. Vol. 41. P. 92-128.

2. American College of Chest Physicians. VTE, thrombophilia, antithrombotic therapy, and
pregnancy: Antithrombotic Therapy and Prevention of Thrombosis / S. M. Bates [et al.]. 9th ed.
American College of Chest Physicians Evidence-Based Clinical Practice Guidelines // Chest. 2012,
Vol. 141 (2). e691S-736S.

3. Trends in the Incidence of Venous Thromboembolism during / J. Heit [et al.] // Ann. Intern.
Med. 2005. Vol. 143 (10). P. 697-706.

4. Pregnancy Mortality Surveillance System. Center for Disease Control and Prevention,
2019. Available at: https://www.cdc.gov/reproductive health/maternal-mortality/pregnancy-
mortalitysurveillance-system.htm.

5. Pregnancy-related mortality in the United States, 2011-2013 / A. A. Creanga [et al.] //
Obstet. Gynecol. 2017. Vol. 130 (2). P. 366-73.

6. Successful spontaneous delivery of a patient with floating thrombosis during pregnancy.
Rosakush 20202006186 [Uspeshnoe samoproizvol’noe rodorazreshenie pacientki s flotiruyushchim
trombozom vo vremya beremennosti] / E. V. Dulaeva [et al.] // Rossijskij vestnik akushera-
ginekologa. 2020. Vol. 20 (6). P. 86-9. (In Russ.).

7. Nichols, K. M. Venous thromboembolism associated with pregnancy: JACC Focus Seminar /
K. M. Nichols, S. Henkin, M. A. Creager // J. Am. Coll. Cardiol. 2020. Vol. 76 (18). P. 2128-41.

8. American Society of Hematology 2018 guidelines for management of venous thromboem-
bolism: venous thromboembolism in the context of pregnancy / S. M. Bates [et al.] // Blood Adv.
2018. Vol. 2 (22). P. 3317-59.

9. Taxmuxa BeneHust TpoMO03a TITyOOKHUX BEH CHCTEMbI HU)KHEH TMOJIOH BEHbI Y OepeMeHHBIX /
C. A. Cymxos [u np.] / Poccuiickuii Mmenuko-0ronorndeckuii BectHUK uM. akaz. M. I1. [TaBnosa.
2016. Ne 24 (3). C. 92-102.

10. Middeldorp, S. How | treat venous thromboembolism inpregnancy / S. Middeldorp,
W. Ganzevoort // Blood. 2020. Vol. 136 (19). P. 2133-42.

11. The direct factor Xa inhibitor rivaroxaban passes into human breast milk / M. H. Wiesen
[et al.] // Chest. 2016. Vol. 150 (1). el-4.

131



12. Management of direct oral anticoagulants in women of childbearing potential: guidance from
the SSC of the ISTH: reply / H. Cohen [et al.] // J. Thromb. Haemost. 2017. Vol. 15 (1). P. 195-7.

13. Scheres, L. J. J. Everything the clinician needs to know about evidence-based anticoagu-
lation in pregnancy / L. J. J. Scheres, I. M. Bistervels, S. Middeldorp // Blood Rev. 2019. Vol. 33.
P. 82-97.

O. I1. Cupowt

JNOPOEPEHIUAJIBHAA TUATHOCTHUKA
TP MUOITATUYECKOM CUHAPOME

B KIMHMYECKON MPaKTHKE BpadaM Pa3HBIX CIELUAIbHOCTEN MPUXOIUTCS CTAJI-
KHBAaTbCS C MAlMEHTaMHU, KOTOPBIX OECHMOKOUT MPOTrpecCHUpYIOIias MbIIIEYHas cCia-
00CTh M BCJIEJICTBHE ATOTO OIPAaHMYEHUE JIBUTaTEIbHON akTMBHOCTH. HecMoTps Ha
OOILIHOCTh KJIMHUYECKUX MPOSIBICHUMN, I€HE3 Pa3BUTHSI MHOMATHUYECKOTO CHHIPOMA
y IaHHOW TPYNIbI MAUEHTOB MOKET ObITh pa3iaudHbIM. Cper BO3MOKHBIX MPUYHH
€ro pa3BUTHS BBLACIIIOT NOBPEKICHUE HEIIOCPEICTBEHHO MBIIIEYHON TKAaHW, MEPU-
(deprueckoil HepBHOW CHCTEMbI WM HEPBHO-MbIIIEYHOro cuHarca [1]. B Hacrosmee
BpEMsI CYLLIECTBYET MHOTO KJIacCU(UKALUN MUONIATUH, CPEIU KOTOPHIX HAUOOJIBIIYIO
MOMYJSIPHOCTh MOJy4YnsIa KiacCU(UKAIUs C ITHONATOI€HETHYECKUM MPHUHIIUIIOM
paznenenusi. CornacHO JaHHOW KilacCU(PUKALWU, BBIAEISAIOT HACIEACTBEHHBIE, BOC-
MajJuTeNbHbIE, META0OIUYECKHUE, MEMOpAaHHbIE, MapaHEOIUIACTUYECKUE U TOKCHUYe-
ckue mMuornaruu [2].

B ocHOBe HacineACTBEHHBIX MMOIATUN JIEKAT T'€HETUYECKH JI€TEPMUHUPOBAH-
Hbl€ HapylIeHUs B (YHKIMOHHUPOBAHUM MUTOXOHJAPHUI U MOHHBIX KaHAJIOB MUO(UO-
pPWII, B CHHTE3€ MBIIICUHbIX OETKOB WINW (PEPMEHTOB, PETYIUPYIOMUX OOMEH Be-
IIECTB B MbIIIEYHOW TKaHU. HacnenoBanue nepeKTHOro reHa MOKET MPOUCXOIUTH
PELECCUBHO, JOMMUHAHTHO U CLEIUIEHO ¢ X-xpoMocomoi. IIpu 3Tom BHeuHue dak-
TOpbI (MH(PEKUUHU, TSHKENbIEe TpaBMbI, (PU3NYECKOE MepeHanpsHKeHNe, MHTOKCUKAITIH)
4acTO BBICTYMAIOT B POJM TPUITEPOB, 3alyCKAIOMIMX pa3Buthe Ooneznu. Cpeau
HACJIEJICTBEHHBIX MHUOMNATUN HauOoJjiee PacHpOCTpaHEHbl HOBEHUIIbHAS/IOHOIIECKAs
muonarus Opba, mporpeccupymolas MblleyHas auctpodus [lromenHa u miede-
JomatoyHo-nuIeBass muonatus (Muonatusi Jlannysu—Jlexxepuna). Jlebrot 3aboneBa-
HUS B JETCKOM BO3pPACT€ M YKa3aHHE MalMEHTa Ha HAJIMYUE HACIEICTBEHHOI'O HEPB-
HO-MBILIEYHOTO 3a00JIeBaHUsl Y OJIM3KUX POJCTBEHHUKOB, HECOMHEHHO, YIPOIIAET
JIUArHOCTUYECKUN MOMUCK. [Tpu OONbIIMHCTBE HACIEICTBEHHBIX MHUOIMATUN YPOBEHb
MBIIIEYHBIX (PEPMEHTOB B KPOBU HE BBIXOJIUT 3a MPeeIbl HOPMAIbHBIX BETUYHH, UC-
KITIOUEHHUEM SIBIISIETCS MTPOTPECCUPYIOLIas MbllIeuHass JUCTpodus JromeHHa.
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