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Teuenue my6epTaTHOTO NEPHOAA Y AEBYMIEK-TOAPOCTKOB € ME3EHXUMAILHON JUCIUIA3UEN B COUETAHUHU C TPOMOOTEHHbI-
MH IeHETUYECKUMU JIE(PEKTAMU B CUCTEME T€MOCTA32 XAPAKTEPUIYETCS BBICOKOH 4aCTOTON HAPYIIEHUIT PUTMA MEHCTPY-
anui. B IPOBEICHHOM HCCTIEIOBAHNN KA/ BTOPAS MAIMEHTKA, NMEIOMas Hem(depeHIPOBaHHbIE (POPMBI ME3CH-
XUMATBHON JUCIVIA3UH ¥ PACCTPONCTBA MEHCTPYALIMIL B yOEPTATHOM NEPHOJE, OblIa HOCUTENIEM KOMOMHUPOBAHHOI
(hOpMBI BPOAKIEHHON TPOMOO(DUINHY, 4TO MPEAIONATAET, IO COBPEMEHHBIM TIPEACTABNCHUAM, OTHECEHHE JAHHON KaTe-

TOPUHU B IPYIIY BBICOKOTO TPOMOOTEHHOTO PHCKA.

Knioueewie croea: TpoMo0(puins, AEBYIKU-TIOAPOCTKY, ME3CHXUMAIbHAS JUCIUIA3UL.

The pubertat period in young women with mesenchymal dysplasia in combination with the thrombogenic genetic defects
in the system of hemostasis is characterized of high frequency of menstrual rhythm infringements. In the current research
it was found that every second patient having undifferentiated forms of mesenchymal dysplasia and the disorders of
menstruations in the pubertat period was the carrier of combined forms of innate thrombophilia. This fact allows to
appropriate this category to the group of high thrombogenic risk.
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BBeaenue

JleBYLIKU-TIOAPOCTKU C ME3EHXUMA/IbHBIMY JUCILIA3UA-
MU OTHOCAITCA K IPYIIIE PUCKA [I0 HAPYIIEHUIO (POPMUPOBA-
HUA PEIPOAYKTUBHOIO 310POBbA. [IIaBHOI XaPAKTEPUCTHKON
UX PENPORYKTUBHOTO 340POBbA ABIACTCA TCYCHHUE NIEPUOIA
II0JIOBOT'O CO3PEBAHMS, KAK IOJAIOTOBKU K IETOPOKICHHMIO,
KOTOPOE CIYAKHUT IIPOrHOCTHYECKUM IIOKA32TEIEM TOTOBHO-
CTH OPTaHU3MA K PEATU3AINY PENPOAYKTUBHON (DYHKIIMH B
ganpHerimeM (Kporus [1H., 2005; borganosa EA., 2005; VBa-
posa E.B,, 2007). [lepBbIM CUMIITOMOM HECOCTOATENBHOCTA
PENPOAYKTUBHOIO 310POBbsA TAKKX ITALUEHTOK ABIAETCA I1a-
TOJIOTMYECKOE TEUEHHUE TyOEPTATHOIO IEPUOJA IO TUITY Ha-
PYIIEHUI PUTMA MEHCTPYALIMIA, CBUAETENLCTBYIONIEE O CHOp-
MHPOBAHHbIX Y HUX 3HJIOKPUHHBIX, TEMOCTA3HOIOTMYECKHX
Y UIMMYHHBIX OTKJIOHCHHAX B 37I0POBbE.

HacnencTBeHHO-IeTEPMUHUPOBAHHbBIE MONEKYIAPHO-
OMOXUMHUYECKHE JAE(DEKTHI B CTPYKTYPE KOJUIATEHA, CBA3AH-
HbIE C YMEHbIIIEHUEM KOJUIAI€HOB, HAPYIIECHUEM pacIpesie-
JIEHNA KOJUTATeHA IPY COXPAHEHHOM CUHTE3E MM ITOBBIIECH-
HbIA paciiajl KoJulareHa B3auMOCBSI3aHbI C 3HI0TEIMA/IbHO-
reMOCTA3UOJIOTMYECKUMU U3MEHEHHAMU B CITy4ae IeHeTnyec-
KHX JIe(DEKTOB CBEPTBIBAHUA [3]. FIMEIOTCA JAHHBIE O CBA3K
BPOKICHHBIX aHOMAIMI COEAMHUTENBHON TKAHU C HapyILe-
HUAMU TPOMOOLIUTAPHOTO U KOATYJIALIMOHHOIO TEMOCTA3a,
NPOABLAIOMUMHUC KaK TEMOPPATUYECKUM CHHIPOMOM, TaK
¥ TeMaToreHHsMu Tpombodmmsmi (1, 6]. Coueranue Me-
3EHXUMAIbHBIX JUCIUIA3UI C TEMOPPATNYECKUM CHHPOMOM
CYUTAETCA 3AKOHOMEPHOCTBIO, 4 HAPYIIEHHUA T€MOCTA3d MO-
I'YT XaPAKTEPU30BATHCS HE TOJIBKO [IATONOTMEH CTEHOK KPO-
BEHOCHBIX COCYZJOB — TENIEAHTMOIKTA3UAMH — U IUCHYHKIIH-

€1 TPOMOOIIUTOB, HO U AeuiutoM (pakropa Bumnebpanpa,
HAPYIIEHNAAMU KOHEYHOTO 3TAa CBEPTHIBAHUA KPOBH, YaIle
BCETO OOYCIOBIEHHOTO 3AMEIEHUEM CAMOCOOPKH (PrOpHH-
MOHOMEPOB, MO0 KOMOMHUPOBAHHBIMH BU/IAMH STHX 1ATO-
JIOTUYECKUX CJIBUTOB B CUCTEME TEMOCTA34.

B Toxe Bpems, pAIOM aBTOPOB ANTANCKOM IIKOJIBI TeMa-
tonoros (bapkaran 3.C., 2000; Momot A.IL, 2003;
Cyxanosa ['A, 2004) ycraHoBieHa CBA3b ME3CHXUMAIBHBIX
JUCIIA3UI C TEMATOTCHHBIMY TPOMOO(DUINAMU. B 9THX CI1y-
YAAX Y TAUEHTOB HAPAAY C AHTMOAUCIUIA3UAMU OIMCAHBI
CIYYaW UX TIPOABICHUI B COUETAHUN C TUNEPATPETALOH-
HBIM CUHJPOMOM, PE3UCTEHTHOCTBIO VA (hAKTOPA K AKTHBU-
pOBaHHOMY IIPOTENHY C, I'MIEPIOMOLUCTENHEMUCH, AHTHU-
(hocomMnUHEIM CUHPOMOM WM KOMOUHUPOBAHHBIMU
HAPYIIEHUAMH B CUCTEME TEMOCTA3.

OfHUM 13 TAPAMETPOB, BANAIONIX Ha CKIOHHOCTD KPO-
BU K TPOMO00OOPA3ZOBAHMUIO, AB/AETCA HOPMAJILHBIN YDOBEHD
MarHUA B TKAHAX Teld. DTOT MUHEPAI OKa3bIBAET MHTUOUPY-
IOITIEE BO3/ICHCTBUE HA MHOTUE AKTHBATOPHI ATPETAIiK TPOM-
GOIUTOB U IIPEXK/E BCETO TPOMOOKCAHA A2, CTIOCOOCTBYET €10
3HAYUTENLHOMY CHIKEHHIO M, COOTBETCTBECHHO, YMEHBIIE-
HHIO MOBEPXHOCTH TPOMOA. OH YMEHBIIAET dKTUBHOCTD
TPOMOOIUTOB 1 YBETMUIUBACT CPEAHEE BPEMs KPOBOTCUECHNA
[4, 9]. Bnusarume Maraus CONpoBOKIAECTCA AHTUKOATY/IAHTHBIM
3(Q(PEKTOM BCIEACTBUE 3AMEICHNA UM KAJIbIIUA B CTPYKTY-
PAX IPOKOATYAMOHHBIX OETKOB, KOTOPBIE ABJAIOTCA KaJlb-
[AI3aBUCUMBIMU OENKAMH, CHIKAA UX aKTHMBHOCTb. Kpome
TOTO, MATHHI MOKET BANATD Ha CBEPTHIBAEMOCTD KPOBH OJ1a-
Trofiaps IPOTEONU3y (pakTopa Busnebpanyia, 4ro BEJIET K I'i-
HOKOATy/ALuH [§].

[o gannbivM Hevaesoii Y. (2011), reneTnyeckust sedexr,
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OTBETCTBEHHBIN 33 CUHTE3 WM KaTA00IMU3M CTPYKTYPHBIX
OENIKOB COEUHUTENBLHON TKAHU WK (PEPMEHTOB, YYACTBYIO-
IIUX B 3TUX IIPOLECCAX, NEKUT B OCHOBE HEAU(PDEPEHLIN-
POBAHHBIX (POPM JUCIVIA3UU COEAUHUTENBHON TKAHU 1 MO-
JKeT MPOABIATLCA B IOOOM BO3PACTE, OTPAXKAA CTENEHD 3Hd-
YUMOCTH JIUCIUIACTUYECKOTO NIPOLIECC [5].

Hezoyger reMopparageckoro uim TpoMOOTHYECKOTO
AHAMHE3a MOKET CIYKUTb IPUYUHON HECBOEBPEMEHHOMN
JUATHOCTHKY M3MEHEHMI B CUCTEME IeMOCTd3d 1 BbABIIC-
HYA MEXAHU3MA HAPYIIEHUI PUTMA MEHCTPYALUI y MOJIO-
JBIX ITAIIMEHTOK C ME3CHXMMA/IbHBIMU IMCIUIA3UAMA. Llesbio
UCCIIEI0BAHUA ABU/IOCD BBIABICHUE YACTOTHI COUETAHUSA He-
I hepeHINPOBAHHBIX (POPM ME3EHXUMAILHON AUCTIIA3UN
C TPOMOOTUUECKUMY TIPOSABIECHUAMU CHCTEMBI TEMOCTA3 Y
JEBYIIEK-TIOAPOCTKOB ¢ MEHCTPYAIbHO-OBAPUAILHON JIHC-
(DYHKUMEN ANYHUKOB B IyOEPTATHOM LIEPUOJE.

Marepuan u MeToxBI

020 MAIMEeHTOK Pas/ieieHbl Ha 4 pymmbL: rpymma 1 — 245
MAIUEHTOK ¢ HeAUDPEPEHINPOBAHHBIMU (popMaMu M]] 1
MEHCTPYAITbHO-0BAPUANBHON fuchyHKuuet (MOJI) andHu-
KOB B IIyOEPTATHOM IEPHOZE, IPyIIa 2 — 115 MALUEHTOK C
MII 1 ¢ pU3MONOrNUECKUM CTAHOBIEHUEM MEHCTPYAJILHON
¢dyukuun (M®), rpynna 3 — 200 maguentok 6e3 M u ¢ ¢u-
3MOJIOTMYECKUM CTaHOBNeHHEeM M@, rpyrina 4 — 60 naruen-
TOK 6€3 pusHakos M/l u ¢ MO/J ANUHKKOB B IIyOEPTATHOM
nepuoze. [eHeTrueckoe TECTUPOBAHKE CPEAU AEBYIIEK-TIO]-
POCTKOB IIPOBEJEHO METOOM IOJUMMEPA3HON LIEIHON pe-
axuy. ONPEaEAIAC ACCOLUAUMN TPOMOOTECHHBIX dJUIEIb-
HbIX omuMopdr3MoB reHoB MTHFR (677T), PAI-1 (675 5G/
4G), axropa V Jleitnen (Arg506GlIn), pakropa II mpoTpom-
6una (G20210A). OrieHKa KDUTEPUEB CTENIEHN BBIPAKEHHO-
cru HepupdepennupoBannoin JCT ocymecTsaanacy ¢ uc-
T0/Ib30BAHUEM TaOMULIEL, Pa3PAOOTAHHON U AJANTHPOBAH-
HOM JyI IETCKOI'O BO3pacTa YBapoBoit E.B. u coasropamu [7].
Bee ymua, y9acTBYIOMUE B UCCNEAOBAHUY, AT HHPOPMU-
POBAHHOE COIVIACUE HA YYACTHE B UCCIEA0BaHMY. K KpuTe-
pUsAM BKIIOUEHHUA B IPYIITY OOCIEL0BAHUA ObUIN OTHECEHDL
Hamyuue HeiudepeHIMPOBAHHEIX (POPM AUCILUIA3UU CO-
eaunutenHon Tkanu ([ICT), HAPYmMEHUA MEHCTPYAIbHOTO
nukta (HMLD) B mybepratHOM neproge, Bo3pacr 15-18 ner.
K xpurepnam nCKIodennsa 6bIy OTHECEHB! aHOMAIUN Pa3-
BUTHSA PENPOAYKTUBHBIX OPT'aHOB, CHH/POM NOJIMKACTO3HBIX
AMYHUKOB U XPOMOCOMHBIE HApymeHus. CTaTUCTHYECKAd
00pabOTKA NONYYEHHBIX JAHHBIX IIPOBOAUIACH C IIOMOMIBIO
naKeTa KOMIbloTepHsbIX mporpamm STATISTICA 6.0.

Pe3yIbraThl H 00CYKIEHHE

CpepHee 3HaUeHUE BRIPAKEHHOCTU HEU(PPEPEHIIPO-
BAHHBIX (DOPM ME3CHXUMAIBHON JUCIUIA3NN Y IEBOYCK B 1 U
2-M1 'PYIIITaX UCCIEI0BAHMA COOTBETCTBOBAIO JIETKOH CTere-
HU (8,8442,78 1 8,1242 88 6110B). PEHOTUIINYECKUE MaP-
KEPBI ¥ BUCLIEPAIbHBIC TIPOABNECHAA JUCIUIA3HU COCAUHY-
TEJIbHON TKAHY BBIABJICHDI B 1-11 PyIIIIe AEBYIIEK B TPU Pa3a
Yaue B CPABHEHMH € MALMEHTKAMU C ME3EHXMMA/IbHOM J1C-
IJIA3KEH, HE UMEIOMUX HAPYLIEHWI PUTMA MEHCTPYALIUH
B Iy6EPTATHOM TIepuojie — 58,0% (HApyIMeHNs CTPOCHNUS
ckeneta 18,1%, muormu 14,6%, 3160/1€BaHHs CYCTABOB U CBS-
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304HOTO artapara 25,9%) 1 61,2% (BEreTo-CoCy/IUCTBIE JIAC-
TOHUH 35,3%; AHOMATUHN CEPAEYHO-COCY/IUCTOMN, GUIHAPHON
Y MOUEBBIIENIUTENLHON CUCTEM 25,9%). BO 2-11 rpymmie jjaH-
HbIE NOKA3ATENN BCTPEUAINC B TpU pasza pexe (p<0,01):
19,8% (7,8, 7,8; 5,2%) u 18,1% (11,2; 6,9%), COOTBETCTBEHHO.

[Ipn anam3e 350pOBbA OMIKANIINX KPOBHBIX POICTBEH-
HUKOB JICBYIIEK (POAUTENH, TPAPOAUTENH, CHOCHI U TOMYCHO-
Cbl) OBUIO YCTAHOBJIEHO, YTO CEMEITHBIN AHAMHE3 TTALIUEHTOK
¢ MII n MO/l ANYHUKOB B IyOEPTATHOM MEPUOJE CPABHHU-
TENBHO OOJIEE OTATOMEH TPOMOOTHYECKUMU 3a00ICBAHNA-
MU. B 1-11 rpymmie 72,7% pOACTBEHHUKOB OOCIEYEMBIX JICBY-
IIEK CTPAAAIHA TPOMOOTUYECKUMU 3200/IEBAHIAMU (MH(PAPKT
MHOKAP/4, OCTPOE HAPYIIEHHUE MO3TOBOI'O KPOBOOOPAIIEHNS,
TpoM60(edHT, Pre60TPOMO03, TPOMOOIMOOHA JIETOUHOH
apTepuu). B OCTAIbHBIX TPYNNAX TPOMOOTUUECKUN CEMEN-
Hpil anamue3 (p<0,001) B Tpu pasa ObUT MEHEE OTATOLIEH
(24,8, 23,7, 27,5%). Haubornee gacto (69,7%) TpoMOOTIYCC-
Kuit cemeitibi anamues coverancd (p<0,001) ¢ Hocuresn-
CTBOM TPOMOOTEHHBIX dJUIEIBHBIX TOTUMOP(U3MOB Y JCBY-
IIEK-TIOJPOCTKOB 1-i1 IPYIIIBL, TOIJA KAK BO 2-1 IpymIe B
28,9%, B 3-11 rpymie B 19,4%, B 4-i1 rpymie B 33,3%.

OKa3a10¢h, uTo y nanueHToK ¢ JICT JOCTOBEPHO yame
(p<0,05) BBIABIEHO HOCUTENBCTBO AJUIEBHBIX ITOMIMOP(U3-
MOB IIPOTPOMOOTHYECKON HampasiaeHHOCTH (91,0% B 1-11
rpymme u 974% — BO 2-11), TOrAa KaK B 3 U 4-11 Ipynmnax —
coorseTcTBeHHO 74,2 1 83,3% (p<0,001). Kpome Toro, y je-
Bymek-noApocTkoB ¢ JICT u HMI B mepuose mosaoBoro co-
3pEBAHUA YCTAHOB/IEHA HAMOOIbIIASA YaCTOTA BCTPEUAEMOC-
i1 nonumopduama MTHER. Kaxznas BTopas manuenTxa 1-it
TPYIIIBI OBUTd HOCUTEIEM KOMOMHUPOBAHHON (POPMBI BPOXK-
JEHHON TPOMOO(DUITIH, 9TO TIPEATIONATAET, IO COBPEMEHHBIM
NPE/ICTABIEHNAM, OTHECEHHE UX B TPYIIITY BBICOKOTO TPOM-
OOTEHHOTO PUCKA. [Ipr 3TOM OTCYTCTBHE UCKOMBIX AJLIEb-
HBIX [OJUMOP(U3MOB B TPU PA32 YaIIE BBLIBICHO Y JEBO-
Y€K, He UMEIMUX NPU3HAKoB JJCT.

M3MeHeHN 0OIIEro aHAIM32 KPOBU B U3YYAEMBIX IPYII-
IAX KACAJIUCD, IPEKAE BCETO, OCOOEHHOCTEN UUCIA U MOp-
(hONOTMYECKON XAPAKTEPUCTUKH TPOMOOIUTOB. B yacTHO-
CTH, YCTAHOBJIEHO J0CTOBEpHOE CHInKeHME (p<0,01) B 1 1 2-11
IPYIIIAX IO CPABHEHUIO C AEBYIKAMU 3 1 4-i1 TPYII CPel-
HUX 3HAYEHUN unciaa TpoMbonuTos (199,9+44 4x10%/1,
200,8+57,9x10%/1 1 215,0£45,2x10°/1, 205,9+45,0x10°/m).
Y manueHTox ¢ HepudpepennuposanabMu popmamu ICT
OTMEYEHO JIOCTOBEPHOE YBEINYECHUE AHU3OLUTO32 TPOMOO-
LIUTOB B 1-I1 TPYIIIIE U YBETMYICHUE CPEAHETO 0OBEMA TPOM-
OOLUTOB BO 2-11 TPYIIIIE IO CPABHEHUIO C MAIIUEHTKAMHU, HE
nMeromuMu HepuddepeHposaHbix GopM [ICT, 06ycnos-
JIEHHOE OOJIBIIMM KOIMYECTBOM MOTIOABIX (POPM TPOMOOLIH-
TOB ¥ YCKOPEHUEM TPOMOOLIUTONO334.

M3BECTHO, YTO K O/JHUM 13 HANOOJIEE YACTIX NPH3HAKOB
ME3EHXUMATLHOM IUCIIA3UN OTHOCUTCA TUC(UOPUHOTEHE-
MU, IPOABIAIOMAAC B 3aEPKKE BPDEMEHU CAMOCOOPKH
(pu6pun-MoHOMeEpa (BCPM) 1 06pasosanus (puOPUHOBOIO
CTYCTKA [2, 9]. Y 06CI€J0BAHHBIX TAIUEHTOK MPOBEAECHO UC-
CJIE/IOBAHUE 3TOTO TOKazaresd. B yactHoctr, BCOM 6b110
CYMECTBEHHO OOJbINE B 1 M 2-11 IPYIITAX HAGIOAEHHUII C He-
nuddepennuposanHon popmort ICT (45,4+0,9 1 42,8+1,0
C) B CPABHEHUN MAIMEHTKAMU 6€3 IPU3HAKOB AUCIUIA3UN
(28,7+1,1 — B rpynme 3 u 30,7+0,46 ¢ — B rpynme 4).

B xX0/1€ n3y4eHus MOTEHIMAIBHON POJU HAPYIIEHUH 06-
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MEHA METUOHUHA YCTAaHOB/IEHO, YTO CPEIHEE 3HAUECHUE YPOB-
HfA TOMOLIUCTENHA Y I€BOYEK C HeAU(D(DEePEHLIPOBAHHBIMU
dopmamu ACT B 1 u 2-i1 rpymmax (10,646+6,437,
12,33049,291 MrMomb/1m) focToBepHO (p<0,05) IpeBbIua-
JIO TAKOBOE B 3 U 4-11 rpynne Aesymek, He umeomux [ICT
(7,060+5,944, 7,457+4,540 MKMOJB/1T). XapaKTEPHO, YTO
KOJIMYECTBO MALMEHTOK, MMEIOIINX TOMOLIMCTENHEMHIO, ITPE-
BBIIIAIOMYIO BEPXHIOKO IPAHULLY HOPMATHUBHBIX ITOKA3ATEIIEN,
fornee, 4yeM B Ba pasa yamie BeriBneHO (p<0,05) B 1 1 2-11
rpymax (42,9, 46,2%), yem B 3 u 4-i1 rpyme (20,0, 14,3%).

3axiaoueHue

CraHoBIeHUE MEHCTPYAILHON (PYHKIUK Y NMALUEHTOK,
umeromyx Heauddepennuposanusie Gopmet ICT 1 HMII B
yOEPTaTHOM LIEPUOJIE, TPOUCXOAUT HA (POHE BBICOKOH Yac-
TOTBI HOCUTEJBCTBA KOMOMHUPOBAHHBIX (DOPM TEHETHYEC-
KO TPOMOO(MINY, YTO B MOCIEAYIOMEM MOKET OKA34Th
HEraTUBHOE BO3/JEUCTBUE B PEAIN3ALUN PENIPOAYKTUBHON
(pyHKIMHM (TIPY BBIHAIIMBAHUK OEPEMEHHOCTN). [I71 BBIAB-
JICHUA TEHETUYECKUX TPOMOO(IIINI Y IEBYIIEK-TIOAPOCTKOB
C ME3EHXMUMAJIbHOM JUCIIA3UEI PEKOMEH/IYETCH YUUTHIBATD
JaHHBIE CEMENHOTO TPOMOOTUYECKOTO aHAMHE3A U IIPOBO-
JUTD KOMIUIEKCHOE UCCIEA0BAHIE TPOMOOLIUTAPHOTO U KO-
aryJLAIUOHHOTO I'€MOCTA34, YPOBHA TOMOLIUCTEUHA B KDOBU
U OIpeJeIcHUue HOCUTENbCTBA A/UIeIbHbIX JHK-Tommop-
(pu3MOB. [ToyyeHHbIE JAHHBIE TO3BOJAIOT HAM PEKOMEHIO0-
BATb BBUIETIEHUE MALMEHTOK ¢ HEAU(P(HEPEHIIUPOBAHHBIMU
(popmamu ICT 1 HAPYMEHUAMY PUTMA MEHCTPYALIUI C MO-
MEHT4 MEHAPXE B TPYIIIY BEICOKOI'O PUCKA IO PENPOAYKTUB-
HBIM HAPYIIEHUAM U IPOBOAUTD Y HAX KOMIUIEKCHYIO IIPO-
(DPMIAKTHKY DA3HOHATIPABIECHHDIX HAPYIICHAL.
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