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Aucnnasus coenHUTEIbHON TKaHW — 3TO aHOMasIusl Pa3BUTUSI OPraHn3mMa, KJIMHUYECKU MPOSIBASAIOLLAsICS N3MEHEHUEM
opraHoB M cUCTEM (JIOKOMOTOPHbIE, KOXKHbIE, BUCLIEPasbHble AUCOYHKLUMM). B cTaThe npeactaBieH 0630p AMTepaTypsl,
KOTOPbI# OcBellaeT aKTyaslbHyto npobaemMy — 0CO6EHHOCTH PENPOAYKTMBHOIO 3/10P0BbS y AEBOYEK, AEBYIIEK U KEHLUMH
Ha poHe Me3eHXMMaslbHOM NaToorMm — HeanpoepeHUMpoBaHHbIX GOpPM AUCTIa3UU COEANHNTEIbHOMN TKaHWU, BapUaHTbI
MeANKaMEeHTO3HON KOPPEKLIMM (MUKPO3IEMEHTbI, FOPMOHa/IbHbIE Npenapartkl, aganToreHsl). B pesynbrate npoBegeHHOro
aHau3a opUrMHasbHbIX MCCAEA0BaHUI M0 3TOM Npobsieme 6biJ10 YyCTaHOBJIEHO, YTO AMCIIa3usi COeAMHUTENIbHOM TKaHu
OKa3blBaET CYLIECTBEHHOE BIMSIHUE Ha CTAHOBJIEHNE PENPOAYKTUBHON QYHKLMM Yy AEBOYEK, AEBYLLUEK U KEHIUMH 1 COMpPO-
BOXXAaAeTCs Pas3anMYHbIMNU HapyLIEHUSIMN MEHCTPYaIbHON GyHKLUMN (TMTOMEHCTPYa 1bHbIH CUHAPOM, OJIMro-, ONICOMEHOPES,
MaTOYHbI€ KPOBOTEYEHUS M BTOPUYHAS aMeHopes), UI3MEHEeHMSIMU rOPMOHaIbHOro ¢poHa (AedULNT aHTUMIOIIepoBa rop-
MOHa, rMnonpoaaKTUHEMMS, TMIO3CTPOreHeMUS U T.A.). TaKKe 6bl/in BbisIB€Hbl 0COGEHHOCTM rectalmmn M PoAoB y naLu-
E€HTOK C Aucraasnert CoeJMHUTEIbHON TKaHU (MpeaKkaaMrcus, NpexxaeBpeMeHHbIe PoAbl U pa3ndHble aHOMalnn POA0BOM
[EeATEe/IbHOCTH).
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BBEJAEHME npobnemy. PaHHee BbisiBfieHWe NaToiorMnM MeHCTpyasbHOM

[vcnnasnsa coeanHUTENbHOM TKaHW NPUBOAMT K Hapy- W PENPOLYKTUBHOM CUCTEMbI Y MaLMEHTOK pa3/iM4HOM BO3-
WeHUo GOpPMUPOBaHUSA COEAUHUTENIbHON TKaHW BO MHOIMX pacTHOM KaTeropuu rno3BONAET NPOBECTU CBOEBPEMEHHYIO
opraHax u cuctemax. Cpean HapyLlweHum, CBA3aHHbIX C 3TUM Koppurupyollylo Tepanuio. B cTatbe npeactasfneH 0630p
CUHAPOMOM B MNOCNefHUe rofbl, Beayliee MecTo y nauu- UMEIOLLMUXCA Ha CEroAHSALWHUI ileHb JaHHbIX O MEeTOAax BbIfB-
€HTOK 3aHMMaloT paccTpoincTBa PEnpPOLYKTUBHOW CUCTe- JIEHUS HapyleHWM CO CTOPOHbI PENPOLYKTUBHOW CUCTEMBI
Mbl, YTO MpPeACTaB/feT CO60M aKTyaslbHYIO MEAULMHCKYIO 1 MeJMKaMeHTO3HOW Tepanuun JaHHOM NaToNoruu.
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Reproductive Health of Female Patients
with Connective Tissue Dysplasia

Connective tissue dysplasia is congenital anomaly manifesting as different organ’s and system’s alterations: locomotor, skin,
visceral dysfunctions. This article presents literature review covering such topical issues as female reproductive system features
affected by mesenchymal pathology (undifferentiated forms of connective tissue dysplasia) and its medicamentous management
(microelements, hormonal drugs, adaptogens). The analysis of original studies on this topic has revealed that connective tissue
dysplasia has significant effect on female reproductive function development and can be complicated by various menstrual
dysfunctions (hypomenorrhea syndrome, oligomenorrhea, opsomenorrhea, uterine bleedings, and secondary amenorrhea) as well
as by endocrine changes (anti-Mullerian hormone deficiency, hypoprolactinaemia, hypoestrogenemia, etc.). Gestation and delivery
features in patients with connective tissue dysplasia (preeclampsia, premature birth, and fetal abnormalities) were also revealed.
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OB30P JINTEPATYPbI

ONPEAEJIEHME, 3THOJIONUA, AUATHOCTUKA

U KJIMHUYECKHUE NPOABJ/IEHUA AUCNJIASUU

COEAMHMUTE/IbHOW TKAHMU

CoeavHWUTENbHOTKAHHAsA AMCNNa3nsa — 3TO reHeTude-
CKM [ETEPMUHMPOBAHHbIA CUHAPOM, XapaKTepu3yloLlnics
nedeKTammn BONOKHUCTbIX CTPYKTYP M OCHOBHOIMO BellecTBa
COEMHUTENbHON TKaHU, NPUBOASLLMMK K HapyLieHuto Gop-
MOO6pa3oBaHUs OpraHoB 1 cucTem [1].

Ha npoTsKeHWn ANUTENBHOrO BPEMEHW YYEHBIMU
Poccuiickon depepaumm mayvyaetcs AMCNIa3UA COEAMHU-
TenbHow Tkauu (ACT), npeactaBneHHas Takumu dopmamu,
KaK MOHOreHHble HacneaCcTBEHHbIE 3a60eBaHNSA (CUHAPOM
MapdaHa, BapuaHTbl cuHapomMa Anepca — [daHno, 6yn-
NIE3HbIN 3INUAEPMONU3 U ap.), U HeandbepeHUMPOBaHHbI-
Mn popmamm — HACT. PacnpocTpaHEeHHOCTb MOHOIMEHHbIX
HacneaCcTBEeHHbIXx 3aboneBaHMM HeBenuKka. Tak, 4YacTtoTa
cuHapomMa Mapdana B nonynsaumn — 1:10000m 1: 15000,
HanpoTue, pacnpocTtpaHeHHocTb HACT — 1 : 5. OTaenbHble
BHELWIHWE NposiBneHus ancmMopdoreHesa CoeanHUTENbHON
TKaHu cpeau monoabix — 85,4%. Kputnyeckum nepnoaom
nposienenun ACT aBnseTcs nNoApoCTKOBbIM BO3pacT, Korga
06bEM COEANHUTENBHOM TKAHU YBENMYMBAETCS NPONOPLMO-
HaNlbHO POCTY M pa3BUTUIO opraHnama [1].

Mpn anardHoctnuke [ACT Heo6x0AMMO WMCNOb30BaThb
pe3ynbTaTbl KIMHUYECKHKX, FTEHEaNnorniecknx, NnabopaTopHo-
MHCTPYMEHTANbHbIX M MONEKYNSPHO-TEHETUYECKUX UCChe-
noBaHun. KnuHnyeckoe ob6cneaoBaHne CcOCTOMT M3 cbopa
aHamMHe3sa, dU3nKanbHoro o6cneaoBaHUs NauMeHTa M ero
CEMbM N9 MOATBEPXKAEHMA HaAcNeACTBEHHOro XapakTepa
3aboneBaHus.

Mpodeccopom B.M. AKoBNEBbIM W €ro yyeHuKamu
ana BepuduKauMM auMarHosa 6biN10 MNPeaNoKeHO Tpak-
TOBaTb K/MHUYECKWEe NposiBNeHus y naumeHtoB Kak ACT
npv BOBNIEYEHUN B NPOLECC HE MEHEE ABYX CUCTEM (OMop-
HO-ABMIraTeNbHOW, CepAeyvyHO-COCYAUCTON, OGPOHXOJNIeroy-
HOWM, MULIEBAPUTENbHON, HEPBHOW, OpraHa 3peHus v T.4.)
C MCMoNb30BaHWEM MpoLeaypbl NocnefoBaTelbHOro pac-
nosHaBaHus Banbga: Ha OCHOBAHWM [AMArHOCTUYECKMX
KOadPUUMEHTOB M KOIDODULMEHTOB WHDOPMATUBHOCTH
ONS onpefeneHns «4AMarHoCTMYECKOro BKaja» KaxKaoro
BbISIBJIEHHOr0 y NauneHTa npmMaHaka [1].

[Mpy cyMMMpOBaHUU ANMArHOCTUHECKUX KOIDPULIMEHTOB
W OCTUXEHWUM AMArHOCTUYECKOro nopora +17 cneayet cae-
naTb 3aK/toyeHne o Hanmuun y naunenta ACT. Mpu goctuxe-
HWM OMArHOCTUYECKOro nopora +21-23 MOXHO NPOrHO3u-
poBaTb 6naronpuaTHoe TedyeHue ACT. [locTuxKeHne nopora
6onee +23 cBMAETENBCTBYET O BO3MOMXHbIX OCIOXHEHUSAX
[AMCMNACTUHECKUX UBMEHEHNI, HEGNAronpPUATHOM MPOrHo3e
no WHBaNMAM3ALMM NMALMEHTOB WM MPOAOSIKUTENBHOCTU UX
WU3HM [1].

Beayuiee 3TMoONOrM4yeckoe 3HayeHwe MMelT MyTauuu
reHOB, KOAMPYIOLIMX CUHTE3 M MPOCTPAHCTBEHHYK Opra-
HM3aLMIO KoNnareHa, OTBETCTBEHHbIX 3a GpOpMMUpOBaHME
KOMMOHEHTOB MEXK/IETOYHOr0o MaTpuKca M GEepPMEHTOB,
npUYHMMaloLWMKMX y4acTme B npoueccax dpubpunnoreHesa [2];
HO TaK}e CYLEeCTBEHHbIV BK1a[l BHOCAT M Pa3/IMyHble 3K30-
reHHble GaKTopbl, TaKWe KaK HebnaronpusaTHas 3Koo-
rmyeckass o6CTaHOBKa, HeaeKBaTHOE, HepaluWoHallbHoe
nuTaHue, ctpecchl. K 0OCHOBHbIM NpuyMHamMm ¢opmMUMpoBaHus
OCT oTHOCAT aHOMalbHbIM TEMN CUHTE3a WAM QONAWH-
ra (c60pKKW) KonnareHa, CMHTE3 aHOMaJIbHOro KojjiareHa
W/WNW 3nacTuHa, 4Ype3MepHylo Aerpagauuio (paspywe-
HWE) KonnareHa W/unu anacTuHa, HapyleHUs CTPYKTYpbI
KONnareHoBbIX /UKW 3N1aCTUHOBbLIX BOJIOKOH BCeAcTBUE
HeloCTaTOYHOM NMOMNEepPeyYHON CLIMBKMK, pas3pylieHWe TKaHU
NnocpeacTBOM ayTOMMMYHHbIX peaKkLuuii U Apyrue npuymHbl
[3, 4].

Yauwe Bcero ACT nposiBnserca TpemMs OCHOBHbI-
MU deHoTunamu: MapdaHoOMAHbIM, 31epconofobHbIM
n Heknaccuoduunpyemoim. T.U. KagyprHa v coaBT. Bblaens-
toT MASS-deHoTHn (no nepBbiM 6yKBaM Haubosiee 4acTbixX
deHoTnnnyeckux npusHakos [ACT: nponanc MUTpanbHO-
ro KnanaHa (mitral valve prolapse), pacwupeHue aopThbl
(aortic dilatation), uameHeHus KOXM (skin) n KocTen cKkeneta
(skeleton)), mapdaHoOMaHbBIM M 21€PCONOAOOHBLIN GEHOTUMDI.
MapdaHonaHbIn GEHOTUN XapaKTEPUIYETCH HaANUYMEM NPU-
3HaKoB reHepannsoBaHHon ACT ¢ acTEHUYECKMUM TeNocno-
EeHMeM, ONUXOCTEHOMENNEN, apaxHOAaKTUIMEN, NoparKe-
HMEM KflanaHHOro annapata cepaua v aopTbl, HapyLLeHUeM
3peHus. Mpu anepconogo6HOM peHoTMne oTMeYaeTcs coye-
TaHMe NpU3HaKoB reHepanu3oBaHHon ACT ¢ TeHAaeHuwuewn
K TMNepanacTM4HOCTU KOXM M pPa3HOM CTeneHbio Bbipa-
YEHHOCTU rMnepmobunbHocTK cyctaBoB. MASS-nogo6HoOMy
GeHoTUNy NpUCyLLIN NPU3HaKn reHepanusoBaHHon ACT, psaa
HapyweHW CO CTOPOHbI CepAaua, CKeNeTHble aHoManwuu,
a TaKKe KOXHble UBMEHEHUS B BUAE UCTOHYEHUS UK Hanu-
4yns yyactkoB cybaTpoduu [5, 6]. Mo pekomeHaaumam IN.
HeyaeBoi 1 coaBT. (2008) npegnaraetcs BblAENATb KIUHU-
4YeCKMe CUHAPOMbI, acCoOLUMUPOBaHHbIE C OCHOBHbIM 3a60-
nesaHuewm [7].

Ha cerogHswHWA fAeHb BblgeneHo 28 CUHAPOMOB
npu ACT: cMHAPOM paccTpoWcTBa BereTaTMBHOM HEpPBHOWM
CUCTEMbI, GPOHXONErOYHbIN CUHAPOM, CUHAPOM MMMYHONO-
rMYECKMX HapyLWeHUN, KOCMETUYECKMI CUHAPOM, TpoMbOore-
MOpparMyecKkmum CUHAPOM, CUHAPOM OBMEHHbIX HapyLWeEHWN
B MWOKapAe, KnanaHHblM U apuTMUYECKUIA CUHAPOMbI, CUH-
LPOM CHHKONaNbHbIX COCTOSHUI, TopakoanadparmanbHbIi
CUHAPOM, BEPTEOPOreHHbIM CUHAPOM, CMHAPOMbI MaTono-
MKW CTOMbl M MaToNIOrMK OpraHa 3peHus, acTEHUYECKUN
CUHAPOM, CUHAPOM TopakoanadparmanbHoro cepaua, CUH-
LPOM XPOHUYECKOW apTepuanbHOM TMMOTOHUMU, CUHAPOM
apTepuanbHOM rMNePTOHUKU, COCYAUCTbIM CUHAPOM, CUHAPO-
Mbl MaToONOMMK MNULWEBAPUTENBHON, MOYEBbIAENUTENBHON
M PEenpoayKTUBHOM CWUCTEM, CUHAPOM aHEMWW, CUHAPOM
NMCUXMYECKUX PaCCTPOMCTB W pacCTpPOMCTBa MNOBEAEHMS,
CUHAPOM BHE3aNHOM CMepPTU, CUHAPOM FMNEPMOBUIBHOCTH
CyCcTaBOB, CMHAPOM OCTeOnaTWW, CUMHAPOM AucniacTuye-
CKOM MOMMHEBPONaTUK, CUHAPOM NPOTPY3NK U penakcaunm
Ta3oBoro gHa [1].

K BucLepanbHbIM MPOSABAEHUSAM OTHOCAT W3MEHEHWUS
cepaeyvyHO-COCyanCTON CcUCTeMbl (Npoaanchl KaanaHoBs,
aHOManbHO PacnoOXKEHHbIE XOPaAbl U Apyrne aHoManun);
M3MEHEHUS OPraHoB AblXaHWs (MOJMKUCTO3, CMOHTaHHbLIN
NMHEBMOTOPAKC HESCHOM 3TMONOMUKU, TPaxeobpoHXHasbHble
LVCKMHE3MM); MaTONOMMI0 KEeNyLOYHO-KULWEYHOro TpaKkTa
(BMCLEPONTO3, aHOMANWUWU KENYHOro ny3bips, AOSIUXOCHUI-
Ma); nNaTosIormo noyek (HedponTol, aHOMaIUN Pa3BUTHS);
0dpTanbMONOrMYECKYIO NATONOMUIO (MMOMKS, INUKAHT, NTO3,
nporpeccupyloLias Nnatonorus 3peHus).

OCOBEHHOCTU PENMPOAYKTUBHOM

CUCTEMbI Y NALIUEHTOK C AIMCNJIA3UEN

COEAMHMUTE/IbHOW TKAHMU

MaTonorMa penpoayKTUBHOM CUCTEMbI Y [eBOYeK
¢ OCT ocBelyeHa B POCCUMCKMUX Hay4HbIX UCCNeaoBaHUAX
[LOCTaTOYHO LWMPOKO. B ABYX Hay4HbIx paboTax Ha 3Ty Temy
O6bII0 NpoBeAeHo obcnefoBaHue rpynn AeBOYEK B BO3-
pacte oT 11 go 18 neT. OHK GbinK pas3aeneHbl Ha ABe rpyn-
Mbl: OCHOBHYIO Tpynny COCTaBWIM MNaUMEHTKKU, MMelolne
HapyleHne MeHCTpyanbHON GYHKUMKM W npu3Haku ACT;
KOHTpO/IbHasA rpynna BKAlOYana AeTen, UMEIOWMX Hapy-
LEeHNne MeHCTpyanbHON QYHKLUWK, HO Y HWUX He Oblo MNpo-
aneHnn OCT unu e oHM OblNK, HO NPeACTaB/EHHbIE en-
HUYHBIMW CTUrMaMK An33amMbpuoreHesa, HefOCTATOYHbIMU



ans noctaHoBKM anarHosa ACT [8, 9]. Mpynnbl 6binn chop-
MWUPOBaHbl Ha OCHOBAHWW KAUMHMYECKMX Npu3Hakos [CT.
[ocToBepHbIM AnarHocTniecknm Kputepunem ACT aBnsdetca
HanuMyne y nauneHToK 5 n 6onee KAMHUYECKUX MPU3HAKOB
[10]. K BHeWHUM GEHOTUMUYECKMM MapKepam OTHOCUIM
0COBEHHOCTHU CKeNeTa U CBA304HOro annaparta, aHomanuu
npuKyca, rmnepMobuIbHOCTb CYCTaBOB, MUOMWUIO, CKOSIMO3,
NAOCKOCTOMNME, TMNEP3NaCcTUYHOCTb KOXKK. K BUCLEepanbHbiM
nposisneHnamu ACT — aHOManuMum pasBuTUs cepaeyHo-cocy-
OUCTON, MOYEBbIAENUTENbHON, BUnnapHon cuctem [10].

Mpu o6cnefoBaHNM NaLUMEHTOK BblIN YY4TEHBI OCOBEHHO-
CTWM CEMENHOro aHamMHesa, *Kanobbl, NnepeHeceHHble 3a6o-
fnleBaHMsa, COMyTCTBYOLWAsa comMaTUyecKkas M TMHEKONOoru-
yecKas natofioruns, uay4ananucb 0COOGEHHOCTU CTaHOBNEHUS
MEHCTpyaunn. Y4uTbiBaiuCb OCOBGEHHOCTU TevyeHus bepe-
MEHHOCTU U POLOB MX MaTepen, NpoBeAeHa aHTPONOMETPHMS
nauueHToK [9].

B pesynbtaTe npoBeaeHHbIX 06cnenoBaHni 6binio ycTa-
HOBJIEHO, 4TO 6epemMeHHOCTb MaTepen peBywek ¢ ACT
W HapyLlweHWeM MeHCTpyanbHON GYHKUMKU NpoTeKana B 60/b-
e CTeNEHM € Yrpo30M NpepbiBaHns 1 B MEHbLIEN CTENEHU
C NpeaKknamncuen u nnaueHTapHon Hegoctato4yHocTbio [10].
B xoge oueHKn GM3MYecKoro pasBuUTUS ObiNo BbISIBNEHO,
YTO NauMeHTKn ¢ npudHakamu ACT umeloT AUCrapMoOHMY-
Hoe dun3unyeckoe pa3BuTHe, cBA3aHHOE ¢ gedUUNTOM mMac-
cbl Tena. C BO3pacTOM 4acToTa BCTPEYaAEeMOCTU AEBOYEK
C AUCTapMOHUYHbIM GU3MYECKUM pa3BUTUEM YBeEIMYMBA-
naco [8]. MonoBoe co3peBaHWe y 1EBOYEK OCHOBHOM rpynmbl
COMPOBOXAAN0Ch HU3KMMKM Temnamu ¢ 13 neT, npoTtekano
Ha rMNO3CTPOreHHOM GOoHe M NPOSBAANOCH HEAOPa3BUTH-
eM MK cnabblM pa3BUTMEM MOJIOYHbIX Xenes, 3a4epHKon
OBOJIOCEHUS NOOKa M MoAaMbllWEeYHbIX BnaguH [9, 11]. Tem
He MeHee, Y HEKOTOPbIX MaLUMEHTOK B TOM e rpynne otMe-
Yanocb paHHee HacTynaeHne meHapxe (B Bo3pacTe 12 ner)
[9, 12], nanee HapylweHUs MeHCTPyanbHOM GYHKLMM XapaK-
TepU30BannCb rMNOMEHCTPyanbHbIM CUHAPOMOM, MaTO4YHbI-
MU KpOBOTEeYeHMAMM nybGepTaTtHoro nepuoga. Beaywumu
CMMNTOMaMu HapyLWweHUn MeHCTpyanbHON GYHKLMKU Y AeBO-
yek ¢ ACT aBnsatoTcs onuro-, oncomeHopes (59%), MaTtouHble
KpoBoTeyeHns (22,9%) u BTOopuyHas ameHopes (16,4%).
Yawe Bcero nauueHTKM OCHOBHOW rpynnbl NpeabsaBasanv
anobbl Ha pejKkue, CKyAHble, HENPOLOMKUTENbHbIE MEH-
cTpyaumn [9, 12]. Bo BTOpOoW dase nybepTaTHOro nepuo-
na Ha ¢oHe rMnodyHKUMKM SMYHUKOB M HACT npoucxoauT
dopmMupoBaHNE FMNOMEHCTPYaNbHOro CUHAPOMa U aMeHo-
peu. Yeyrybnerue tedeHma cuctemHon CT n paccTponcTBa
MeHCTpyanbHON QYHKUMK 0OYyCNoBEHbl METABOINYECKUMM
N rOPMOHaNbHbIMW U3MEHEHUAMM [12].

HecmoTps Ha TO, YTO OCHOBHbIM NPOSABAEHUEM ABASAET-
CSl TMNOMEHCTPYanbHbIM CUHAPOM, Yy YacTu obcneayemblix
nauMeHTOB BbIIBEH CUHAPOM OOWbHbIX MEHCTpyauuH,
KOTOpbIM 06YCNOBMEH HapyWeHWS MU B MNEPBUYHO-TPOM-
60ouMTapHOM 3BEHEe remocTtasa, B OCHOBE 4ero nexar
HEeCOCTOATENbHOCTb COCYANCTON CTEHKM U CHUXEHME arpe-
rauMoHHOM aKTUMBHOCTM TpombGouuToB [13]. AKTMBaALMUSA
aHAPOreH-IMIOKOKOPTUKONAHOM PYHKLMM HaANOYe4YHUKOB
B COYETAHUMU C rMNepnponaKTMHEMUEN Y AeBYLWEK C CUH-
apomomM HACT npuMBOAUT K aHOBYNATOPHbIM UMKNam [14].
TakXe B psge cnyyaeB y NaUMEHTOK JaHHOW KaTeropuwu
MMEIOT MECTO OBEHUNbHbIE KPOBOTEYEHUS Ny6epTaTHOro
nepuoaa, 4to 06yCNOBAEHO OTHOCWUTENIbHOM FMNO3CTPOre-
HWeW BCneacTBME aHOBYNATOPHbIX LMKNoB [13]. NMonoBoe
co3peBaHWe W CTaHOBMEHME MEHCTpyanbHOM QYHKLUHK
y aesoyeK ¢ HACT conpoBoXaaeTcs NOBbILEHWEM KOHLEH-
Tpauuu nTenHnsunpytowero ropmoHa (JiN) u cHuxeHnem
YPOBHS 3cTpaguona B npegenax pedepeHCHbIX 3Ha4YeHuw
B CPaBHEHWW CO 340pOBOW rpynnown [9].

MpoBefeHHble UCCNefoBaHWA  CBUAETENbCTBYIOT
O He3penocT LeHTpalbHbiX MEXaHW3MOB perynauuu
penpoayKTUBHOM cucTeMbl. Hanpumep, pUCKOM pa3Bu-
TS CUHAPOMA MONUKUCTOSHbBIX SUYHUKOB SBASETCA MOBbI-
WEeHHbIN BbIGPOC FOHaZOTPOMHbLIX FOPMOHOB, 0COGEHHO
JII, HauynHaa ¢ nybGepTaTHOro BO3pacTa, YTO MPUBOAMUT
K HeaJeKBaTHOW CTUMYASALMM SAUYHUKOB WM HapyWeHUIo
dYHKUMKM GONNMKYNSPHOro annaparta. 370 NoATBeEPKAaeT-
csl cooTHoweHuem JIT/PCI B cTaplien BO3pacTHOW rpynne
4EBOYEK-NOAPOCTKOB. B Mnagwen Bo3pacTHOW rpynne
donnukynoctumynupyrowmnin ropmoH (PCIr) npesanupyet
Hap JI, 4To yKa3dblBaeT Ha HEe3pPesnoCTb NOJIOBOM CUCTEMDI.
BKkyne ¢ geduuMTOM aHTMMIONNEpOBa roOpMoHa [AaHHble
M3MEHEHNS TOPMOHaNbHOro Npoduns CBUAETENbCTBYIOT
0 3aJepiKKe MONOBOro pPasBMUTUA Y AEBOYEK-MOAPOCTKOB
06enx BO3PACTHbIX FPynn ¢ HapyLWeHUEM MEHCTPyaNbHOro
umMkna Ha ¢doHe ACT [15, 16].

Y OeBOYEK OCHOBHOWM rpynmnbl C HapyWeHUEM MEHCTPY-
anbHOM GYHKUMM 1 NnpusHakamu ACT pa3mepbl MaTKK Gblin
[LOCTOBEPHO MEHblUe, 4eM B rpynne cpaBHeHUs. Pa3mepbl
ANYHUKOB Yy AEBOYEK-MOAPOCTKOB 06€eux rpynn cTaTucTu-
YeCKu He pasnuyanucb. Mo aaHHbIM Y3W opraHoB mManoro
Taza y 17,6% peBo4yek-noapoctkoB ¢ ACT U AMCrapMOHKUY-
HbIM GU3NYECKUM pa3BUTMEM Gblna BbiiBAEHa rMnonnasuns
MaTKK. bonee 4Yem y NONOBUHbLI NALMEHTOK OCHOBHOM rpyn-
nbl Npy Y3U 6bilin 06GHAPYKEHbl T€ UKW UHble U3MEHEHWS:
y 15,9% — peTpoaeBuauus Matku, y 5,2% — cennosuaHas
MaTka, y 4,4% — aByporas matka, y 25,3% — mynbtudonnu-
KyNsipHble U3BMEHEHUS ANYHUKOB [11].

lMcuxoamoumMoHanbHbiM  cTaTtyc paeBodek ¢ ACT
npuM CUMNATOTOHUM MMEET BbLICOKWE MNOKal3aTenu peak-
TUBHOM M NMYHOCTHOM TPEBOXKHOCTKU, KOTOpas ycyryons-
eT jgesajantauuio M HeaaeKBaTHOCTb 3IMOLMOHabHbIX
peakuui, B TOM 4ucne u Bocnpuatue 60nu, 4TO noa-
TBEPXKAaeTcs NPOBEAEHHBIM OMPOCOM NaLMEHTOK. B Hem
OHM OTMe4yanun 60/7b BO BpPeEMS MEHCTpyaLWH KaK CUNb-
HYIO UKW cuNibHenLWwyto [17]. TaKkXKe NpaKTUYEeCKU KaxKabln
nauneHT ¢ ACT B 3penoM Bo3pacTe UMeET AeNpPeCCUBHbIN
3MN130/4 B aHaMHe3e, a naTas YacTb — JeNpecCUBHOE pac-
CTPOMCTBO. [JenpeccnBHOCTb paccMaTpuBaeTCs Kak oTpa-
eHune guctpecca, popMUpylOLErocs Npu HeajeKkBaTHOM
TpeBore, Tepslolen cBoe ajanTMBHOE 3HAYeHWe napan-
NeNbHO C yBeMYEeHUEM KONMYeCcTBa M BbIPAXKEHHOCTH
deHoTuNMYyeckmx npuaHakos [CT, yka3biBas Ha BK/IIOYEH-
HOCTb B McCMXocoMaTUyecKue B3aMMOAENCTBUS Aucnna-
cTu4eckoro doHa [18].

Mpu nccnegoBaHMM PenpPoOAYKTUBHON OYHKLKMK B rpynne
nauneHTok ot 18 go 40 net ¢ cuHapomamn ACT n Hacnea-
CTBEHHbIMW TPOMOBOPUAMUAMMK ObIIO YCTAHOBNIEHO, YTO WX
coyeTaHWe NOoBbIWAET PUCK PA3BUTUS NEPBUYHOro 6ecnio-
AVSl B pe3ynbTate HapyLlweHWs peLenTMBHOCTU SHAOMETPUS.
Mpn cuHapome HACT cylecTBEHHO 3ameansTcs npouec-
Cbl PEMOAENUPOBAHUSA COEANHUTENBHOM TKaHW, YTO MOXKET
NPUBOAUTL K YCUIEHMIO MPOLLECCOB CKJIEPO3a IHAOMETPH-
aNbHON CTPOMbI, CHUXEHWIO PELLENTUBHOCTU 3IHLOMETPUS
n K 6ecnnoauio [19].

AHann3 0Cob6eHHOCTEN Te4eHUs 6epeMeHHOCTH y naLuu-
eHToK ¢ ACT BbIIBMA, YTO MNPW NaTONOrMU COEAUHUTENb-
HOM TKaHW [LOCTOBEPHO Yalle BCTpeyaeTcs npeaknamm-
cus, KoTopas 3aHMMaeT 2—3-e MecTO B CTPYKType MpuyuH
MaTEPUHCKON CMEPTHOCTU WU SBASETCA OCHOBHOW MpUYn-
HOM NepuHaTaNbHOM CMePTHOCTU M 3aboneBaemocTtn [20].
Y 12,5-21,9% »eHwmH ¢ HACT nmeloT MecTo npexaes-
pemMeHHble pogbl. Y AaHHOM KaTeropuu nauMeHTOK 4acTo
HabnaloTcs aHomManuuM poAoBOV AeATENbHOCTH, HECBOEB-
peMeHHoe U3InTMe OKONOMNOAHBIX BOA, Yalle pa3BmMBaeTcs
nepBuyHas cnabocTb cXxBaToK. [pexaeBpeMeHHOE U3nntme
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OKONOMN/IOAHbIX BOA, B CBOK 04epesb, CYLLECTBEHHO MOBbI-
WaeT PUCK OTCNOMKM MAaueHTbl, PasBUTUS MHDEKLMOHHbLIX
OCNOXHeHnn. KpoBoTeyeHnss B NOCNEPOLOBOM M paHHEM
nocnepoaoBOM Nepuoaax Bo3HMKAT y 7-12,7% porkeHuL,
¢ HACT, 4T0, BOBMOXHO, Bbl3BaHO HapyLlEHWEM COKpaTU-
TeNbHOW aKTMBHOCTU MaTKMU U HEMOMHOLLEHHOCTbIO COCYAM-
CTO-TPpOMOGOLMTAPHOro 3BeHa remocTasa [20].

Oednuunt marvma y 6epemenHbix ¢ ACT ycyrybnsert yxe
UmelolMecs HapyweHus cuHTe3da KonnareHa u Gopmupy-
€T MOPOYHbIN KPYr, YXYALaoWMN TeyeHne 6epemMeHHOCTH.
B uenom y naumeHTtok ¢ ACT, oco6eHHO Ha doHe aeduumnTa
MarHus, PUCK pa3BUTUA OCNOXKHEHUN BO BpeMsi 6epemeH-
HOCTW M POAOB 3HAYUTENBLHO Bhilwe, 4eM B nonynaumu [20].
Mpu Hannunn HAOCT y XeHwuH 6e3 mMarHneBoW Tepanuu
poAbl 4alle OCNOXHAAMCL cnaboCcTbio POLOBOM AesiTeNb-
HOCTW, HECBOEBPEMEHHbLIM M3UTUEM OKOJSIOMIOAHbLIX BOA,
runokecven nnoaa (OLL 1,85, 95% AN 1,01-3,33). Mpu Hanu-
ynn y 6epemerHHon HACT noBblWaeTcs PUCK achUKCUK
HOBOPOX/AEHHbIX CPEHEN U TaKenon ctenenn (18,9 n 2,7%
HOBOPOX/AEHHbIX COOTBETCTBEHHO). [lepnoa paHHew Heo-
HaTa/bHOM ajanTauuu y AeTein, PoAMBLUMXCA OT maTepen
¢ HACT, xapaKTepusoBanca 6ofblier nepBoHa4YanbHOM
noteper maccol Tena (o 500 r) n 6onee No3aHUM ee BOC-
cTaHoBNeHWEM (Ha 5-7-e cyT) [21].

TaKXe He06X0AMMO OTMETUTL HEMANOBaXKHYIO POb Mar-
HMS NPU Pa3BUTUKW NEPBUYHON LUCMEHOPEN Y NaLMEHTOK
¢ ACT [22].

AucmeHopes, cornacHo MexayHapoaHoOW KnaccuduKka-
umm 6onesHen 10-ro nepecmotpa (MKB-10), — 310 60n€3-
HeHHble MeHCTpyaluun 6e3 conyTCTBYOWEN OpraHM4yeCcKon
natonoruu [22].

B 3aBMCMMOCTM OT natoreHesa pasnnyaloT NepBUYHYIO
1 BTOPUYHYIO JUCMEHOPELO.

MepBHYHas MCMEHOpPes — 3TO KOMMJEKC HewnpoBere-
TaTUBHbIX, OOMEHHO-3HAOKPUHHBIX, MCUXMHYECKUX U IMOLMU-
OHaJ/IbHbIX OTKJIOHEHWMI OT HOPMbI, CNOCOBGCTBYIOLWMX NaTo-
NOrMYECKOMY HaKOMNEHUIO B 3HAOMETPUM HaKaHYHe W/WUnn
BO BpeMs MeHCTpyauui NPOAYKTOB Aerpajauun apaxuao-
HOBOW KMUCNOThI (NpocTarinaHanHoB, TPOMOOKCaHOB, IeMKO-
TPMEHOB M Ap.), ycunnatowmnx adbdepeHTaLmio UMNyabLCOB,
pazgpaxalowmnx 6oneBble LEHTPbl (LEHTPbl HOLMLENLMK)
[23].

BTopuyHas gucmeHopesa o6ycfnoBfAeHa HalMyuem
TMHEKONOrMYECKNX W/WNN IHAOKPUHHBLIX 3aboneBaHun
(MMOMa, 3HAOMETPMO3, aHOMalauu pPal3BMTUA MONOBLIX
OpraHoB, BocnanutenbHble 3aboneBaHna NONOBbLIX Opra-
HOB, BApMKO3HOE pacliMpeHne Ta30BbIX BEH, rMAepnpo-
nakTuHemus) [15].

HemanoBaHbl acneKkT B reHe3e pasBWUTUS MNepBMY-
HOW aucmeHopen y aeoyek npu ACT — runomarHuemus.
[na neBOYEK C NepBUYHOM AUCMEHOPEEN XapaKTepeH cy6-
KMHUYECKMI feduunT MarHusa. OTMeYeHbl YeTKue Koppe-
NALUUK MEXAY YPOBHEM MarHus B KPOBWU U MHTEHCUBHOCTbIO
60N€eBbIX OLWYLEHUN, a TaKXe pPeaKTUBHOM TPEBOXKHO-
cTbto [13]. AepurunT MarHns NpuBOAUT K UBMEHEHUIO reMo-
AVHAMUKW Manoro Tasa B BUAE MNEPTEH3UMM U Ba30KOH-
CTPUKUMK, @ TaKKe K YMEHbLEHUIO CUHTE3a OMUOMAHbIX
HenponenTMAOB B FONIOBHOM MO3re, B peaynbrate 4ero
CHWXKaeTcs nopor 60/1eBON YyBCTBUTENBHOCTM UM pa3BuBa-
€TCH COCTOSIHME XPOHMYECKOro cTpecca, 4To, B CBOI oye-
penb, NPUBOAUT K CUMNATUKOTOHUKN U GOPMUPYET MOPOYHbIN
Kpyr [22].

[MoaTomy neveHne NepBUYHON AUCMEHOPEN Y MaLMEHTOK
OCHOBHOW rpynnbl ¢ HapyLleHNEM MEHCTPYabHOM OYHKLMK
n npusHakamu ACT gOMKHO OblTb HaNpaBAeHO Ha KOppeK-
LUMI0O BeretaTMBHbIX, aCTEHO-HEBPOTUYECKUX MPOSBAECHUN
n neduunta MMKpoanemeHTos [13].

1o MHEHMIO cneunanucToB-rMHEKONOrOB, 3aHUMAaIOLLMX-
cs uccnegoBanuamm B obnactu ACT, npy HapylweHUU MeH-
CcTpyanbHOW GYHKUMKM cnegyeT BO3AEpPKaTbCA OT NeyveHus
gesoyek ¢ [ACT KOMOGMHMPOBAHHLIMKM 3CTPOreH-recTareH-
HbIMW Npenapatamu. Y AaHHbIX NaLUEHTOK NPU HapyLweHnax
runotanamo-runodusapHbix GYHKUMI C y4eTOM HeycTaHo-
BMBLUENCSA MEHCTPYyanbHOM GYHKLMKU U Ha GOHE HapyLLUEHUI
BEretaTMBHOM W TanaMo-KOPTUKANbHOW CUCTEM 3aMecTu-
TeNbHas ropMoHanbHas Tepanus He cnoco6CTBYET NpaBuib-
HOMY OYHKLMOHMPOBAHUIO CEPAEYHO-COCYAUCTON U penpo-
NYKTUBHOW cuctem [24].

B cnyvae HeperynspHOro MeHCTpyanbHOro uuKia ns-3a
HapyLleHusa ypoBHa JII u cootHoweHwus JIT/PCIr npu Hanu-
YUK TMNEepPnIacTUYECKOro npoLecca B 3HAOMETPUM C OTHO-
CUTENbHOM TMNO3CTPOreHWen npeanoYTUuTeNbHee MCNosb-
30BaTb NpenapaTbl MPOrecTepoHOBOro psja: NPorecTepoH
B Pa3/IMYHbIX IEKapPCTBEHHbIX GOpMax UAN ero CUHTeTHYe-
CKWUW aHanor — AMaporectepoH [24].

Mpu NprM3HaKkax rmnoroHaan3ma 6bI10 NPEeANOKEHO feye-
HWE C UCMONb30BaHUEM Y AeTEN XOPUOHUYECKOrO rOHaA0TPO-
NMUHa YenoBeYeCcKoro B Bo3pacTHon ao3e ot 250 go 1500 EA
2 pasa B Hejento BHYTPUMBbILLEYHO Kypcamu 1-2 pasa B roj
B 06beMe 8-10 MHBEKUMI MO KOHTPONEM FOPMOHaNLHOIO
npoduns (06LLero TecTocTepoHa, acTpaanona) [25].

Ha [aHHbIn MOMEHT B KJIMHUYECKOW MpaKTUKe npej-
noyYyTeHMe MNpu JieYeHUW runoroHagnM3ma otaaeTcs 3ame-
CTUTENbHON FOPMOHANbHOM Tepanuu pasnnyHbiIMKU NeKap-
CTBEHHbIMW dopmMamu acTpaguona (TpaHcaepmasibHbIf
3CTpaamon, actpaavnona Banepar) [26].

Mcnonb3oBaHWe TpaHcAepMalnbHbiX MNpenapaToB
acTpaaunona nossonsetr B 6ofblied CTENeHn UMWUTUPO-
BaTb CYTOYHbIN PUTM CEKpPeuMu acTpaguona u ABASET-
Ccsl NpefanoyTUTENIbHbIM BCNEeACTBME OTCYTCTBUA abdeKTa
«NepBOro NPOXOXKAEHUSA» Yeped NeYeHb, YTO CHUXKaEeT BNn-
fAHMEe Ha OGYHKUMOHANbHYIO aKTMBHOCTb MEYEeHW, BKIO-
Yyas BblIpabOTKYy NPOKoarynsunMoHHbix GakTopoB. B caydae
HEBO3MOXHOCTU UCMONb30BaHUS TpaHCAePMasbHbIX GOpMm
peKomeHAoBaHa Tepanua nepopanbHbIMKM NpenapaTamu
acTpaguona.

3amecTuTenbHble 403bl 3CTPaANONA NPU UCMONb30BaHUK
TpaHcAepManbHbIX npenapaTtoB cocTaBasfioT 1-2 mr/cyT,
nepopanbHbix nNpenapatoB — 1-4 mr/cyT. Yepe3d 2 roaa
Tepanuu npenapaTamu 3CTPOreHOB WM Mocfe NosiBAeHUs
nepBblX MEHCTPYanonofo6HbIX BblAEeNEHU PEKOMeEHAyeTCS
nob6aBneHne npenapaToB nNporectepoHa [26].

Mpn perynspHbix MeHopparusx crneuuanucty cnegyet
OLLEHUTb COCTOSIHME MEPBUYHOIO (COCYANCTO-TPpOMOOLUTAP-
HOr0) M KOoarynsuMoHHOro 3BEHbEB remocTtasa, Tepanwus
[LO/MKHa OblTb HanpaBfieHa Ha remMocTaTU4YeCKWUM acnekT
BO BpeMs MeHCTpyaluu (MOKOM, TpaHeKcaMoBas KMCNoTa,
npenapatbl Kanbuusa n 1.4.) [13].

B MexMeHCcTpyanbHbIf Nnepnog HeobxoanMMa KoppeKLms
wenesonepuUMTHOM aHeMuu, oblieykpennsiowas u Buta-
MuHoTepanusa [13].

Bonpoc o rocnutanu3daumm cTaBuUTCS TONbKO NPU Bbipa-
YEHHON aHeMn3aLnn 60/1bHOM U OOUJIbHBIX MEHO- Y METPOP-
parnax, HeadbeKTUBHOCTM reMoCTaTUMYECKOM Tepanuu.
B aTOM cnyyae cnegyet npoBOAWTb FOPMOHAsNbHbIA reMo-
cTa3 oaHOoGasHbIMU KOMOUHUPOBAHHLIMU OpaibHbIMU KOH-
TpauenTMBaMu ¢ NOCNeayoWUM Nepexoaom Ha nporectare-
Hbl (10 gHewW) ¢ AanbHEWWNUM UCNONb30BaHUEM MOCNEeAHUX
B nocneaytowmne Tpu MEHCTPYabHbIX LKKNa ¢ 16-ro no 25-1
feHb. [py HapylweHun B cUCTEME KOarynsiuMOHHOro 3Be-
Ha Lenecoobpa3Ho pewuTb BOMPOC O TpaHcdhy3uu nnas-
Mbl [13].

MpenapaTtamu NepBon NUHUK NPU NMEPBUYHON AUCMeE-
HOopee SBASIOTCA HECTepouAHble MPOTUBOBOCNANUTENb-



Hble npenapaTtbl. TakMe npenapaTbl, Kak wnbéynpodeH,
HanpoKCeH W aueTuacanuuuioBas Kucnota, 3GPEeKTUB-
Hbl AN KynupoBaHWa 605eBoro cuHapoma [27]. Uexoas
M3 0COGEHHOCTEN JIeYEeHUss MepPBUYHOM [UCMEHOPEMN
y aesoyek, npu ACT npegnoyteHne cnegyet oTaaTb npe-
napatam martus [13].

lNMoKa3zaHUsAMKM K Ha3Ha4YeHWo NpenapaToB MarHUs Tak-
e ABNAIOTCA COCTOSHWS PEaKTUBHOM M JIMYHOCTHOW Tpe-
BOYXHOCTH, CBSI3aHHbIE C aKTMBaLMeN CUMNaTUYeCKOM HepPB-
HOW cMCTEMbl, U BereTaTMBHbIN AucbanaHCc B co4veTaHuu
C HeycTaHoBMBLUENCA YHKUMEN TMnoTanamo-runodpusap-
HOM cucTemsbl [13].

MarHuin BAnsieT Ha yMeHblUEHWE CUMMNTOMOB AUCMEHO-
pen 1 cnocobeTByeT NpodunakTuke psga rMHeKonoruye-
CKMUX 3aboneBaHuni B 6yayLlem (3HAOMETPUO3, MMOMa MaTKuK
v ap.) [13].

lMpenapaTbl MNporecTepoHoBOro psga (NporectepoH
MWKPOWMOHU3MPOBaHHbIW, NPOrecTuHbl) ¢ 16-ro no 25-1 AeHb
MEHCTPYaNbHOro LUMKNA NPeanoyTUTENbHbl MO CPaBHEHUIO
C opafibHbIMW KOHTpauenTMBamMu, O4HaAKO NO CPaBHEHWUIO
C npenapaTtaMu MarHus AOMIXKHbl UMETb CTPOrMe NoKasaHus
(MeHoMeTpopparun nybepTarta, runepnaacTMieckne npo-
Lecchl aHagomeTpus) [13].

[Mpexae 4em BbIGpaThb NpenapaT NepBon TMHKUKU, HEO6XO-
AMMO y4yeCTb 0COGEHHOCTU reHe3a ANCMEHOPEN y 6ONbHbIX
¢ ACT, oueHUTb 3MOLMOHabHbBIM CTaTyC MaUMEHTOK U WX
BocnpusaTre 6onu [13].

TaKe cnegyet NPpOBOAUTb HEMEAMKAMEHTO3HYIO Tepa-
nuio, B KOTOPYIO BXOAAT KOMMEKC Ne4ebHOM GU3KYNbTYPbI,
ne4yebHOro maccaxka, nnaBaHue, NCUXoN0rMyecKas Koppek-
uma, dmusnotepanus, anetotepanus [16, 23].

3AK/TIOYEHUE

B 3aknoyeHue crneayet OTMETUTb, 4YTO Y MalMeH-
TOK C OCOBGEHHOCTbIO CTPOEHWUSI COEAMHUTENbHOW TKaHMU
(Hanuynem meseHxmmanbHon natonormn — HACT) vauwe
BCero HabnwoaatTca HapylleHWe CTaHOBNEeHWs MeHap-
Xe, aHOManuMu pasBUTUA U DYHKLMOHMPOBAHUS OpPraHoB
penpoayKTUBHON CUCTEMbI, OTKJIOHEHUS B CPOKax HacCTy-
nneHns nyéepTaTHOro nepuoaa, NOSBNEHWUS BTOPUYHbIX
NONOBbIX MPU3HAKOB, OTK/IOHEHWSA B TOPMOHAJIbHOM MpPOo-
dune. JaHHble NoNUMOpPPHble KIMHWYECKUE CUMMTOMbI
HACT, cBfi3aHHble C PENnpPOAYKTMBHOW CUCTEMOW, BO3-
MOXHO KOppUrMpoBaTb MEAMKAMEHTO3HO elle Ha 3Tane
MaHudecTauunu.
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