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Axmyanvrnocmo. IIpedcmasnervl 0anHovle o oucnaaszuu coeounumenvroti mxanu (JJCT) xax o eenemuuecku
OemepmMUHUPOBAHHOU, KTUHUYECKU NOIUMOPPHOLL Namonozuu, 3ampazusarouieti 0710KHUCbLE CIPYKMYpbl

U OCHOBHOE BEULECTNBO COEOUHUMENLHOTI MKAHU U NPUBOOSTULEL K MYTbIMUOPAHHBIM HAPYUEHUSIM 20Me0Cmasa.
Lenv - cucmemamusuposamv cospemernHuie npedcmasnenus o énusnuu [JCT Ha penpodykmusHoe 300posve
desouex u dedyuieK-noopocmKos.

Mamepuan u memoouwt. Ilouck nybnuxayuti 3a 2016-2025 ze. ocyuiecmensncs 6 6asax oanHvix PubMed,
Embase, Google Scholar, Scopus, Cochrane Library, Medline, eLibrary, CyberLeninka, a maxxce 6 Oedepanvroti
37eKMPOHHOU MeduyuHckoli 6ubnuomexe Munsopasa Poccuu no knouesvim cnosam: OUCHAA3US COeOUHUMENLHOT
MKAHU, PeNnpoOyKMUBHAT CUCTNEMA, MEHCMPYaTbHbLil YUk, cunopom Mapgana, cundpom Inepca — [lawnno,
noopocmxu, desouku, nybepmam.

Pesynomamut. enomunuueckue u sucyepanvrvie npusnaxu JCT wupoko pacnpocmpareno

6 demcko-noopocmxosoti nonynauuu (26-80%). Mexwoy JICT u maxumu HapyueHUAMU, KAK 3a0eprKa nouoe02o
CO3peBaHUS, HAPYUEHUST MEHCMPYATIbHO20 UUKA (N0 MUNY Anb200UCMEHOPeU, HBEHUIHBLX KPOBOMeueHUT,
2UNOMEHCIMPYATLHO20 CUHOPOMA UTIU NOTUMEHOPEU), 2UNONIA3US MAMKU, NOTUKUCINO3 AUMHUKOS,
gocnanumesnvHolie 3a0071€6aHUS HUNHUX OMOIEN08 NOI08020 MPAKMA U 0P2AHO8 MAJI020 MA3ad, NepeKkpymol
npudamxos 6 0emcko-noopocmKo60M 803pAactne, CYyULeCmeayem Cmamucmuueck 3HAUUMAs NPIMAst KOPPesTUUSL.
Hoevle danHvie ymo4HAIOM POb MAZHUEB020 0ePUUUMA, 2eMOCAMUYECKUX HAPYUeHULl, 8e2eMarmueHoL
OUCHYHKUUU U MOPPHONIOZUHECKUX MAPKEPOB.

Bwi6oowt. Ilonyuentole darHvie nOOUePKUBAIOM HEOOXO0UMOCMb U AKMYANTbHOCMb PAHHE20 CKPUHUHEA,

a maxte MynomMUOUCYUNIUHAPHO2O0 N00X00a K 8edeHuto HecosepuerHonemHuux navuermox ¢ JCT ons
ONMUMU3AUUYU PeNnpoO0yKMUBHBIX UCX0008.

Knioueevie cnosa: oucnnazus coeOunumenvHoti mxkanu, penpoOyKmueHas cucmema, HapyuieHue
MeHCMPYanvHo20 UUKA, 0e804KU, 0e8YULKU-NOOPOCKY
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BBepeHue

PenpopyKTuBHOE 35,0pOBbe JKEHIIWHBI ABJIACTCA KOM-
I/IEKCHBIM ITOKa3aTeleM ee COMaTMYecKOro, ToOpMo-
HaJIbHOTO ¥ IICHMXO3MOLMOHAIbHOTO CTAaTyCOB U BO
MHOTOM OIIpefenAeTca LeNTOCTHOCThIO U QYHKIUO-
HaJIbHOJ COCTOATE/IbHOCTBIO COSAVHUTENBHON TKaHM.
IOucnnasus coeguuurenpyoit Tkanu (JCT), mo mMue-
HUIO GO/NBIIMHCTBA UCCIeOBaTeNel, IpeCTaBsaeT
c06071 COBOKYITHOCTb I'€HETUYECKN AeTepPMUHIPOBAH-
HBIX, KIMHUYECKM MONMMOPQHBIX MAaTONTOTMIECKUX
COCTOAHMI ¢ mporpeaneHTHBIM TedeHueM. [Tpu [JCT
HapYIIAITCSA BOIOKHUCTBIE CTPYKTYPBI M OCHOBHOE Be-
I[eCTBO COeIVHUTEIbHON TKaHU, YTO IIPUBOINT K pac-
CTPOJICTBY FOMEOCTa3a Ha OPTaHHOM, CUCTEMHOM 1 Op-
TaHM3MEHHOM YPOBHAX [1-5].

IToBceMecTHOE NIPUCYTCTBUE COENUHUTEIBHON TKaHN
B OpraHmsMe 06yC/IOBINBaET BHIPa>KeHHBIN HOMMMOP-
¢usm BHeurHuX (HeHOTUIIMIECKNX) M BUCLEPATBHBIX
npusHakos [ICT. Kpome Toro, JCT Hepenko accomu-
UpyeTCs ¢ IOPOKaMIU U aHOMalIMAMU Pa3BUTUA Op-
raHos (2, 3, 5, 6]. Cpenu Bucuepanpubix cturm [JCT
BBIIE/IAIOT CTPYKTYPHO-(QYHKIMOHATbHbIE HAPYIIEHNUS
CepedHO-COCYAUCTOM CUCTEeMBI (BK/II0Yas IPOJIAIChl
K/IaIIaHOB, aTUIIMYHO PACIIONIOXKEeHHBIE XOPABI U Opyrue
MIOPOKM Pa3BUTHSI), JbIXaTeIbHOI CUCTEMBI (ITOIMKIIC-
TO3 JIETKUX, CTIOHTAHHBII ITHEBMOTOPAKC UAMONATHYeC-
KOJI IIPUPOAbI, TpaXxeoOPOHXUANbHbIE TMCKMHE3NMN),
JKeMTyJOYHO-KNIIEYHOTO TPaKTa (BUCLEPOIITO3, aHOMa-
7yt GOPMBI XKETIYHOTO IY3bIpsA, HOMUXOCUTMa), Mode-
BBIJIC/IUTEIbHOI CCTeMbl (He(poOITO3, BpOX/CHHBIE
IOPOKY PasBUTHUA) U 3PUTENbHON CUCTeMbl (MMUOINS,
3MMKAHT, IITO3 BeKa, IpOrpeccupylollyie HapylueHns
speuusi) [7]. Takum 06pa3oM, COBOKYIIHOCTD Iepeyu-
CJICHHBIX HapylleHUl GopMupyeT XpoHndeckuil ¢GoH
COMaTMYeCKON OTATOIIEHHOCTH.

3a mocnegHye TOABI CYLIeCTBEHHO BO3POC 00beM UH-
¢dbopmanum, ceuperenncrytomeit o cesasu JCT c¢ Ha-
PYLIEHMSMY MEHCTPYa/nbHOM (QYHKINUM, TOPMOHAIb-
Horo o6meHa u ¢eprwipHOCTH. OXHAKO MMEILINECs
cBefleHVA (pparMeHTapHBI I YaCcTO He MHTEeTPUPOBAHBI
B €/IMHYIO KOHIIENTYaIbHYI0 MOJIe/Ib PeNpONYKTUBHOTO
pucKa.

B ycmoBusix BBICOKOIT pacIipOCTPaHEHHOCTY (PeHOTUIIN -
yeckux MapkepoB JICT u ux acconmanyum ¢ TMHEKOIO-
TUYeCKOIl MATONMOTMeNl CUCTeMAaTU3al sl COBPEMEHHBIX
npepcTasnennit o BmusaauM JCT Ha penpofyKTUBHYIO
GYHKIMIO ZeBOYeK U [ieBYLIEK-IOPOCTKOB Impuobpe-
TaeT 0COOYI0 KIMHMUKO-COLMATbHYIO 3HAYMMOCTb.

Marepuan n metoabl

JIna aHanmusa u CUCTEMATU3ALMM JAHHBIX O BAMAHUMI
JCT Ha penpofiyKTMBHOE 3[J0POBbe [leBOYEK U Jie-
BYILEK-IIOIPOCTKOB IIPOBEMleH MOMCK MHOCTPAHHOM
M OTEYECTBEHHON MTEPATYPhI, BKIYAA CUCTEMATH-
Yyeckue 0630pbl, MeTaaHaIN3bl X PAHLOMMU3MPOBAHHbIE
KOHTPONUPYeMble MCCIIefOBaHMs, OMyOINKOBaHHbIE
B repmox 2016-2025 rr. ITonck ocyuiecTiscs B 6asax
nanueix PubMed, Embase, Google Scholar, Scopus,
Cochrane Library, Medline, eLibrary, CyberLeninka,
a Taxke B DenepanbHOil 371eKTPOHHON MeAUIMHCKO

AKyLLIEpCTBO 11 TUHeKonorna

6ubnnoreke Munanpasa Poccunt 1o K/1104eBbIM CIOBaM:
OUCIIIa3nA COQI[I/IHI/ITCJ'H)HOIZ TKaHU, PENIPpOAYKTUBHAA
cHcTeMa, MEHCTPYaIbHbIN VK, CMHAPpoM MapdaHa,
cuHAgpoM Inepca — [laH/o, MOJPOCTKY, AeBOYKY, IY-
6epTar.

PesynbTatbi U 06cyxaeHMe

Bcero mo uccnegyemoit mpobneMaTtuke 6b10 Halife-
HO 136 Hay4YHBIX ICTOYHMKOB. VI3 HUX B 0630p BOILIIO
26 uccrenoBaHuii-HabmogeHnit (20 mepexpecTHBIX
U IIeCThb KOTOPTHBIX), ABa KIMHUYECKUX Cydasd,
17 cuctemaTudeckux 0630poB U KIMHUYECKIE PEKO-
MeHJanum.

[lucnnasua coeuHNUTENbHOM TKAH:

Knaccml)leauvm, NUAEMINONOINA, 3TIOMATOreHe3

B 3aBMCMMOCTY OT TUIIa TEHETHYECKOTO fieheKTa Bbljie-
ns10T gBe Krodessle rpymmnst JCT [8, 9].

1. HacnmepmcTBeHHBle HapyLIeHMA COENMHUTENb-
Holt TkaHu (HHCT; wnmn puddepennnuposanusle,
cuHppomanbHble popmer JCT, knaccudpunupyemsie
HHCT) - reteporeHHas rpyImna MOHOT€HHBIX HaC/IEACT-
BEHHBIX 3a060JIeBaHMIl, pa3BUTHE KOTOPBIX 0OYCIOB-
JIEHO YCTAHOB/IEHHBIMM T€HETMYeCKMMHU fedeKTaMM,
HAPYLIAOMVMY CHHTe3 U/MIn pacnaf 6eIKoB BHEKIe-
TOYHOT'O MaTpUKca m1bo Ipoueccsl MopdoreHesa coe-
puHUTenbHOM TKauu [4]. HHCT Bxmrodarot cBbime 250
MOHOTEHHBIX 3a00/IeBaHMUII U UX F€HEeTUIECKUX Bapu-
aHTOB, onucaHHbIX B 6ase OMIM (Online Mendelian
Inheritance in Men). Cpeau Hux - cuHppomsl Map-
dbana, dnepca - Hauno, Cruknepa, Jlosica — dutna,
HecoBepIIeHHbII ocTeoreHes u ap. [2]. Bce Ho30mO-
rndeckue GOpMbl OTHOCATCSA K opdaHHBIM (penKum)
3abomesany:am [10, 11]. HHCT nmeroT ycTaHOB/IEHHBII
TUII HAaC/IeOBaHUA, TUIINYHYIO KIIMHIYECKYI0 KapTUHY
co crienyduyecKUMy JUarHoCTUYeCKUMY IPY3HAKaMI,
a TaK)XXe FeHeTUYeCKUMM ¥ OMOXMMUYECKMMM MapKe-
pamu [12, 13]. Brarogapst paspaboTaHHBIM ¥ IIUPOKO
VICIIO/Ib3yeMBIM Q/ICOPUTMAM AMATHOCTUKY 3TH 3a601e-
BaHUA BBIAB/IAIOTCA Y>Ke IPU IEePBBIX OCMOTpPax HOBO-
POXJIEHHBIX.

2. Hegud depennnuposannsie JCT (HICT) - Hecun-
npomubie ¢popmer [JCT, Hecmenndnyeckue Hapyule-
HUA COeUHUTEIbHON TKaHM. DTO FeHeTUYeCK! reTe-
poreHHas maTonorus, GOopMUPYOIIAACA B pe3y/lbTaTe
MHOKeCTBEHHBIX MI3MeHEHMI B TeHOMe II0f, BIMAHU-
eM KOMIIJIeKCa MHOTO(aKTOPHbBIX BO3IENCTBUIL B M-
OpMOHATPHOM M IOCTHATAIbHOM Iepropax [4, 14].
Peanusanysa reHeTMYecKON IpepacIoNoXeHHOCTH
npy HICT B Gonblueil cTeIeHN 3aBUCUT OT BHEIIHUX
¢daxTopoB (HecbanmaHCUpOBaHHOe NMMUTaHue, Hebma-
TOTIPUATHAS 9KOJIOTUYeCKas 06CTaHOBKA) B OTINYNE
or HHCT [1, 2, 5, 12, 13, 15]. HIACT, xak npasuo,
MeHee acCOLIMPOBaHbI ¢ Yyrpo3oi xusHu. Ha panHux
CTaUAX WIN IPYU JIETKOM TedeHuy 3abomeBaHysa K-
HUYeCKVe TPOSABIEHNSI MOTYT ObITb MMHMMAaTbHBIMU
MM IPAaKTUYECKM OTCYTCTBOBaTh. Ha Texkymmit Mo-
meHT npu HICT onmcano 28 xnMHMYECKUX CUHAPO-
MOB: CUHJPOM pPacCTpPOICTBA BereTaTUBHON HEPB-
HOJI CUCTeMBl; OpPOHXONETOYHbIN CUHAPOM; CUHAPOM
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MMMYHO/NIOTUYECKNUX HAPYIIEHUI; KOCMETUIECKUI
CYHJIpOM; TpOMOOreMopparn4eckmuii CMHAPOM; CUH-
IpOM OOMEHHBIX HapYIIeHNIT B MMOKap/e; KIallaHHBII
U apUTMUYECKUI CMHPOMBI; CMHIPOM CUMHKONA/IbHbIX
COCTOSIHUI; TOpaKoguadparMalbHbI CUHLPOM; Bep-
TeOPOTeHHBII CUHAPOM; CHHAPOMBI IIATOIOTUM CTOIIBI
U MIATOJIOTMY OpTaHa 3peHMs; aCTeHUYeCKUI CHPOM;
CMHAPOM TopaKofmadparMagbHOTO CepAlla; CUHAPOM
XPOHMYECKOI apTepUaIbHOI ITMIIOTOHUY; CUH/IPOM ap-
TePUaNbHONM IMIIEPTOHNM; COCYIMUCTBIN CUHAPOM; CUH-
APpOMBI MATOJIOTUY NNIEBAPUTENTbHON, MOYEBBITEN-
TEJIbHON U PENPOSYKTUBHON CUCTEM; CMHPOM aHEMUN;
CUHJIPOM ICUXUYECKNX PACCTPONCTB M PAcCTPOICTBA
MOBEJeHNsI; CUHAPOM BHE3aITHOJ CMEPTH; CMH/IPOM TH-
HepMOOUIBPHOCTI CYCTABOB; CUHAPOM OCTEOMATIM;
CHUHJPOM AMCIIIACTMYECKON ITOTMHEBPONIATUN; CHH-
IPOM IPOTPY3UM U pelaKcalyy Ta3oBoro fHa [1].
ITpodeccop B.M. SIKoBIeB 1 COABT. MPEIIOKUIN -
arHOCTMYECKMII MOMIXOM, P KOTOPOM KIMHMYECKNe
nposBnenns pacnerusaioT kak HICT, xorga B maro-
JIOTMYeCKUII IIpoliecc BOBIeYEHbI He MEeHee [IBYX CH-
CTeM opraHusMa (OIOPHO-[IBUTaTe/bHas, CepleTHO-
cocynucras, 6pOHXONeroyHas, MulleBapuUTeIbHasd,
HepBHasd, 3pUTebHAA U Ip.), C IPUMEHEHNeM IIpolie-
AYpHI ITOCTENOBATEIbHOTO PacIO3HaBaHMA 0 Banb-
ny. Ha ocHOBaHMM pacCUMTaHHBIX AVATHOCTUYECKUX
K03 PuimeHTOB U MOKasaTeneil MHPOPMATUBHOCTH
I KaXJ0To IMPU3HAKa ONpe/eAIoT ero AMarHoCTu-
geckuit Bkaag B popmupoBanne HICT. Ilpu cym-
MapHOM Habope [MarHOCTUYeCKUX K03 PUIMeHTOoB,
BOCTUTAIONEM 3HaYeHUs +17, MOXKHO KOHCTAaTUpO-
Barb Hasmmuye y nanyenta HICT. IIpu Bennunue mo-
pora B mpegenax +21-+23 BeposiTHO 6raronpusiTHOe
xinandeckoe tedeHne HJCT. IIpesblmenne nmopora
6oee +23 ykaspIBaeT Ha BBICOKMIT PUCK OCTIO>KHEHUI
C pa3BUTMEM [UCIUIACTMYECKNX M3MEHEHMI, a TaKxKe
Ha He6/IaroNpUATHBII IPOTHO3 B OTHOIIECHNM NHBAIU-
OM3aLVY M OKMJAeMOIl IPOJNO/DKUTENbHOCTH KU3HA
manuenTa [1, 2, 5].

Kaxk mokasan aHanmms pacrnpoctpanenHoctu JJCT, ee
YacTOTa MOXXET 3HAYMTENbHO BapbMpPOBaTh B pa3iny-
HBIX HomynAunaAx. Kak u ms 60nblInHCTBA HACTeHCT-
BEHHbIX 60J/Ie3Hel, MOHOTeHHbIe TeHeTUIeCKye TaTo-
JIOTMM BCTPEYAIOTCA OTHOCUTE/IBHO PefKO: HAIIpuMep,
YaCTOTa HECOBEPIIEHHOTO OCTEOTeHe3a COCTAaBIIAET
okono 1:10 000, cuapgpoma Anepca - [laHmno - npu-
MepHo 1:100 000, a cungpoma Mapdana — B mpefe-
nax 1:25 000-1:68 000. HICT BcTpevyaeTcs 3HAUUTEND-
HO vamie: 1:5, 4TO COOTBETCTBYeT NPUOIUZUTEIBHO
19-20% cnyuyaes [1, 12, 16].

B pasnmyHBIX BBIOOpKAX METCKOTO HAace/leHus pac-
npoctpanenHocTs JJCT Bappupyer B mpepgenax
26-80% [17]. Haubornee ysi3BUMBIM C TOYKU 3PEHUS
maHudecragun HICT cunmraeTcss mogpoCTKOBBI Iie-
puop (10-14 neT), Korga 06beM COeIMHNUTENBHOI TKAaHU
MHTEHCHBHO yYBeIMUNBACTCA BCIIEN 32 POCTOM M 06LIMM
pasBuTreM opraHmsma [17, 18]. Y Mmomoppix nrogeit
OTZe/bHbIe BHEIIHNE NPU3HAKY [UCMOP(OreHesa co-
€IVHUTE/IbHON TKaHU BBIABIAITCA NpUMeEpHO B 85,4%
cnyyaes [1, 2, 5].

B stnomarorenese [JCT kmrodeBy0 poib UTpaioT ABa
Buzia GAaKTOPOB — FeHeTUYeCKIe I Hy TPULIMOHHBbIE.
leHeTMYecKMe KOMIIOHEHTBI BKIIOYAT MYTanuy
B reHaxX, KOHTPONMPYIOLINX CUHTE3, KaATabOMM3M I IIpO-
CTPAaHCTBEHHYIO OPraHM3aLNI0 CTPYKTYPHBIX GenKOB
BHEKJIETOYHOTO MATPUKCA — IPOTEOITNKAHOB, KOJIJIare-
Ha (vame IV-VII Tunos), snacTuHa, a TaKXXe MyTaluy
B reHax, Kogupyouux pepmentsi [1, 2, 5, 6, 12]. B psape
cryvaeB Ay MaHudecranyuy 3a60meBaHms JOCTATOYHO
HedeKTa OHOTO TeHa, OfHAKO CYI[eCTBYeT 1 MO/MIUTeH-
Ho-MynbTUdakTopuanbubiil Bapuant JCT. B ocHoBe
$bopMupOBaHMSI IATONOTUY JIEKNUT B3aMMOJECTBIE
IBYX BeAVIMX MeXaHI3MOB: HaC/IeACTBEHHOII IIpefpac-
[IOJIO>KEHHOCTH, CBSI3aHHOI C CYMMAapHBIM BJIMSIHIEM
(YHKI[MOHAIBHBIX MOMUMOPQHBIX ajIIeieil MHOXEeCT-
Ba IeHOB, U [IPOBOLIVIPYIOIIEro BO3AENCTBIS (paKTOPOB
BHemHet cpens! [19]. Ina ICT Haubonee ysa3BUMBIMU
OKa3bIBAIOTCS OPTaHbl U CUCTEMBI C 0COOEHHO (YHK-
[[MOHATBHO 3HAYMMBIM KOJIATEHOBBIM MaTPUKCOM:
OIIOPHO-IBUTATE/IHHBIN AIIIapat, HEPBHASA, MOYEBBITe-
NUTENbHAS, 6POHXOIErOYHAs, SHIOKPUHHAS CUCTEMBI,
a TakKe cycreMa remocrasa [13]. lenetnuecknit gedexT
MOXXET MPOSIBIATHCA B MI0OOM BO3pacTe B COOTBETCT-
BUM C BpEMEHHBIMI 3aKOHOMEPHOCTSIMU 9KCIPECCUN
COOTBETCTBYIOIIMX T'eHOB [1, 2, 5, 12].

K HyTpuuuoHHbBIM (akTOpaM OTHOCST BUTAMIHBI,
MMKPO- ¥ MaKpo3neMeHThl. Butamunst B,, B,, Bs, Bs
y4acTBYIOT B peryasiuuu 6enkoBoro obMeHa, TOTAa
kak ButaMuubl C u E obecreunBaroT CMHTES KOJiare-
Ha ¥ 00/IaIal0T BBIPQKEHHBIMU AHTUOKCUTAHTHBIMU
cBoiictBaMu. Makpoanementsl (Mg, Ca, P) u Muxpo-
anementsl (Cu, Mn, Zn, Se, E 'V, Si, B) BoicTynaioT xo-
¢dakropamu pepMEHTHBIX CHCTEM, 3aITyYCKAMLINX CHH-
Te3 KOJUIaTeHa, IPOLECCH MUHEPANTN3ALUM U POCTa
KOCTHOIT TKaH!. MUKPO3/IEMEHTHI B L[EJIOM Obectedn-
BAIOT MOJjiep>KaHMe KMCIOTHO-OCHOBHOTO COCTOSHMS
1 BOJHO-COJIeBOro O6ajaHca B opranusme (8, 12, 13, 20].
MarHwuit crioco6CcTByeT cTabunInsanuy TPaHCIOPTHOI
PHK, ycxopsieT 61ocrHTe3 6e/IKOB COeRMHUTETBHOI
TKaHu (97acTUHA U KOJIJIAT€Ha), CHUYKAET aKTUBHOCTh
NVM3UIOKCUAA3bI ¥ TPAHCIITyTAMUHA3bI, YTO HOpMaIu-
3yeT IONMEPEeYHYI0 CIIVBKY KO/IIareHOBBIX BOJIOKOH.
Kpome TOro, Marumit yMeHpIIaeT CEKPELNIo M aKTUB-
HOCTh MATPUKCHBIX META/IONPOTENHA3 (3aMenisieT
JeTpajlal{Mio KOJUTAT€HOBOTO MATPUKCA COENVHNTEND-
HOVI TKaum) [12], BAMseT Ha COCYRUCTBIN TOHYC (cTH-
MYIUPYeT HPOLYKLMIO MPOCTALMKINHOB — MOIIHBIX
Ba3OIMIATaTOPOB), HA MUOMETPUI! (TOKOMUTUYECKUI
3¢ deKT) 1 Ha LeHTpanbHble MeXaHM3MBI 60JIEBO
GYBCTBUTENBHOCTY (PETYNNMPYeT CHHTE3 ONMOWUIHBIX
HeJIpONeNnTHuA0B B ronoBHOM Mosre). Ero meduuur
IPUBORUT K GOPMUPOBAHNUIO TIOPOYHOTO KPyTa reMo-
AMHAMMYECKNX, HEIIPOBETeTATUBHBIX U IICMXOIMOLIO-
Ha/IbHBIX HapyleHui [21-23].

Bnuanwe aucnnasum coeanHUTENbHOI TKAH

Ha penpoayKTUBHOE 3[0pOBbE [EBOUEK U MOAPOCTKOB
HCT cyumecTBeHHO BAMAET HAa COCTOSAHUE PEIPOAYK-
TUBHOTO 3J4O0POBbA B IOAIPOCTKOBOM BO3pacTe, IO-
CKO/IBKY B 3TOM HepUOfe IIPONCXOAUT CTaHOBIEHNE
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penpogyKTUMBHONM cucTeMbl. Ee COCTOSIHME OLleHMBAIOT
IO Pa3BUTUIO BTOPMYHBIX ITOJIOBBIX IPU3HAKOB, CPOKAM
HACTYIUICHNU MeHapXe, 0CO6EHHOCTAM MEHCTPYaIbHOTO
LIUKJIa ¥ OBapuanbHOlt akTuBHOCTH [21]. PaccTpoiict-
Ba vallle BOSHUKAIOT BO BTOPOIt (pase mybepraTHOrO
nepuoga u 00yC/IOBIeHBI TUIIOPYHKIMEN AMYHUKOB,
MeTab0MM4eCcKUMY ¥ TOPMOHATbHBIMU M3MEHEHUAMN,
Kotopsle ycyryonsioT Tedenre JCT [13, 21, 22].

N.B. KapauennoBa u coaBT. usyumnu sauaaue [JCT
Ha peNpOAYKTUBHYIO CUCTEMY >KEHIIMH PasHOTO BO3-
pacra. IlokasaHo, 4TO CHCTeMHas HECOCTOATENbHOCTD
COEIMHUTENbHON TKaHU HEraTMBHO CKa3blBaeTcsd
Ha >KEHCKOI1 NOJIOBOI CUCTeMe: U3MEHAETC MEHCTPY-
anpHasg GYHKUMS (TUIOMEHCTPYanbHBI CHHEPOM,
OJINTO- U OIICOMEHOPES, MaTOYHbIE KPOBOTEYEH N, BTO-
pUYHas aMeHopes), IPOYICXOAUT SHAOKPUHHBIN AnchHa-
MaHC (BKIIIOYasA KPUTUYECKOE CHIDKEHNE OBapMaabHO-
TO pe3epBa, TUIIO3CTPOTeHNUIO, TUIOIPOTAKTUHEMUIO),
a TaK>Ke NMOBBILIAETCS YPOBEHD PEAKTUBHOM U IMYHOCT-
HOJ TPEBOXKHOCTH, B PE3y/IbTaTe Yero MCKa)kaeTcsa BOC-
npusitue 6omn [7].

Y Marepeil meBOYEK C HapylIEeHMEM MEHCTPYanbHON
¢byukuun n penorunmyeckumy nprusHakamu [JCT sHa-
YNTENTbHO Yalle Hab/IIfaeTCs MATONMOINIeCKOe TedeHIe
OepeMeHHOCTH, NPOABIIAIIIeecs YIpo30il IpephiBa-
HuA (y 55,7%), npesxnamicueit (y 24,6%) [22], a Taxoke
BUPYCHO-6aKTepnaabHbIM MHPUUMPOBAHUEM TeHU-
TanbHOTO Tpakra. [locnenHee ycyrybnser mpodep-
MEHTHO-KOAT'y/IALMOHHBII KacKafl B COCYyaX MaTO4YHO-
IIalleHTapHOTO PYyC/ia, 4YTO HETAaTMBHO OTpa)KaeTcsd
Ha IJIAl[€HTapHO-IIJIOJOBBIX B3aMMOJeNCTBUIAX [24].
CkasaHHOE NOJYEPKMBAET BaKHOCTD TIIATENbHOTO IIe-
PUMHATAIBHOTO HAOMIONEHNS U MOC/IEAYIOMETO Perpo-
IYKTMBHOTO KOHTPOJIA Y JaHHOI TPYIIIBI ITallMEHTOK.
Kak mokasan aHamM3 aHTPONOMETPUYECKMX ITOKa-
3areneil, y OONBIIMHCTBA 0OCIE[OBAHHBIX JeBYLIEK
C mepuofia HOBOPOXAEHHOCTM OTMEYaeTCs Jucrap-
MOHMYHOe (u3ndecKkoe pasBuUTHME B HOIb3Y op-
MUPOBAHUA KOHCTUTYLMM IIO TUINOTPOPUIECKOMY
tuny (yskas IpygHas KJIeTKa, SIUTaCcTPalbHbIN yron
MeHee 90°, mpeobIagaHye IPOJOILHOTO pasMepa Tela
HaJ| ONePEeYHbIM), BO BCEX BBIABIICHHBIX CTydYasax 3a
cueT meduinuTa Macch Tena. Jactora AMCrapMOHUY-
HOTO (pU3NYECKOTO PasBUTHA YBEINYMBACTCA 110 Mepe
B3pocnenus [17, 22, 25]. Husknit MH/IEKC Macchl Tena
HpOBOLMPYET SHAOKPMHHBIN AMcOanaHCc, MOTABIAL
aKTMBHOCTb TOHAZOTPOITHON (YHKLIUY, YTO IPUBOINUT
K TOPMOHA/IBHOMY [iepUIINTY ¥ CPBIBY ajall TAllVIOHHBIX
MEXaHU3MOB I'MIIOTa/IaMO-TUIIO(PU3aPHO-TOHATHOI CU-
CTeMbl. ITO KpaliHe aKTya/lbHO [/ MAalMeHTOK C IpU-
snakamu [JCT [26].

Ilonosoe cospeBanue sagepxmuBaerca go 15-17 mer
U He JOCTUTAeT CTeNeHM BbIPAXEHHOCTU BTOPUY-
HBIX IOJIOBBIX NPU3HAKOB, XapaKTEPHO /A 3[0pO-
BBIX feBylleKk [21]. CMellleHMe KPUTUYECKON TOYKU
¢ 13 Ha 15-17 nmeT MOXXeT yKas3sblBaTb Ha M3MEHEHME
9THOMOrNYeCKUX (HAKTOPOB MM IBOMIOLNIO TeUEHNS
3a00/1eBaHIsI B COBPEMEHHOI HOMy/siunu. /st fTaHHBIX
[AIMEeHTOK XapaKTePHbI Hajnu4ne O/IeqHBIX FUCTPO-
(duyecKux Mouoc pacTs>KeHMs Ha KOXKe, IpeBbILIeHNe
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KOCTHOTO BO3pacTa HaJ| MacIOPTHBIM, CIa0blil IUPCy-
TU3M U akHe [21].

CremneHb pa3BUTHA BTOPUYHBIX MOTOBBIX IPU3HAKOB
B MICCIElOBaHMAX Y 12,5-67,2% IOfPOCTKOB COOTBETCT-
BYeT 3ajiep>KKe II0/I0BOTO Pa3BUTH A, YTO IOATBEPKIAET
nporpenuenTHoe tedenne JCT. bonee momoBuHbI fe-
Bouek (59%) MMeIOT TUIO3CTpOreHHslit peHornm. Pas-
AMYMI B IIOC/IEIOBATe/IbHOCTY U XapaKTepe pa3sBUTUA
[IPU3HAKOB He BbIsIBIEHO [18, 22].

CornacHo [aHHBIM Y/IbTPa3BYKOBOTO VMCC/IEOBAHMA
OpraHOB MajiorTo Ta3a, IATONOTUA TOHAJ BBIABICHA
B 46,1% cny4yaeB ¢ OJMHAKOBOI YaCTOTONM B TE€HJEP-
HBIX Tpynmax. ¥ feBoueK oOHapy>KeHbl I'UIIOIIa3Mus
MaTKM, aHOMAJIbHO BBICOKOE IIO/I0XKeHMe U ITOTUKUCTO3
AVYHUKOB. Y IBYX JileBOYeK 3a(pMKCUPOBaHA BPOXK/EH-
Has aHOMaJusA MaTKU — AByporas Martka [18]. ¥V peo-
4yeKk B Bo3pacTe 14-17 ner Habmopfaercs guddepen-
LMPOBKa CI0€B MaTKM Ha SHIAOMETPUIT U MUOMETPUIL,
OJJHAKO yBe/IMYMBAETCs YaCTOTA TUIOIIA3UN ANIHU-
KOB U KMICTO3HBIX M3MeHeHuit [18].

B nccnegoanumum A.M. ®oMuHOIN 1 COaBT. y MalJeH-
tok ¢ [ICT pnuHa MaTky coctaBuia 4,4 cM U He nMesna
HOCTOBEpPHOIl Pa3HUIIbI C AHAJIOTUYHBIM IIOKa3aTeseM
y ManMeHTOK KOHTPOJBHOI Ipynnsl. B To xe Bpemsa
cpenHssa ToNMuyHa (IepemgHe-3afHMIT pasMep) MaTKu
y HaIMeHTOK OCHOBHOI ¥ KOHTPOJIbHOI TPYyNI CO-
craBuaa 2,6 u 3,8 cM, JIMHA LIENKM MAaTKU — B CPeJ-
HeM 3,6 u 3,1 cM, cymMMapHas JJIMHA MaTKU C LIEN-
Koit > 8,0 m 7,4 cM cooTBeTCTBEHHO. Takum 06pasom,
y meBouek ¢ [JCT guHa MaTKy BMeCTe C LIENKOI 60/Ib-
11e, HO TOJIIIVHA MEHbIIIE, YTO, BEPOSATHO, MOXKHO CUN-
TaThb elle OJHMM IpOsBIeHMEM [AHHOI NaTONOTUMN.
Ycranosnena KOppenAnMOHHAsA CBA3H CPeHEN CHUIIBI
(0,62) MeXIy CyMMapHOi IJIMHOM MaTKMU C LIEHKON
U YBeMYEHHOI JJINHO NanbLes [27].

Kak 13BeCcTHO, 3KCTpareHUTa/bHble HAPYIIEHNS BbI-
CTYHAIOT TPUITEPOM (YHKI[MOHATBHOI HECOCTOSTENb-
HOCTU PENpOAYKTUBHON OCH, YTO BefleT K Hapylle-
HII0 TOPMOHAJIBHOTO roMeocTasa 1 GpopMMUpoBaHUIO
pasmuHbIX popM MeHCTpyanbHOU auchyHKIuy [28].
B pasmmunbIX uccneposanuax y gesovex ¢ JCT u Ha-
pyluIeHNeM MEHCTPYanbHO! QYHKLMM CpefHuUil BO3-
pacT HACTYIJIEHUsI MeHapxe Konebascs B MHTepBa-
ne 12,2-13,3 roga, 4TO JOCTOBEPHO HE OTIMYANIOCH
oT nokasarensa nauuentox 6e3 [ICT, a takxe oT cpef-
HECTAaTUCTUYECKUX IIOKas3aTeneil B POCCUIICKON IIO-
OyIAqUY ¥ TONYAALMM CTpaH ONMXKHEro 3apy-
6exps (12,6-13,1 ropa) [16, 18, 22,29-32]. B 10 5xe Bpemst
y psfma o6CIefOBAHHBIX 3aPeTMCTPUPOBAHBL CAyYan
MTO3/IHETO HACTYIITIEHNUA NTePBBIX MEHCTpyaumii: y 19,2% —
nocre 14 nert, y 13,1% - crapiue 14,5 roga [18, 22].

O.A. TenoBa un E.B. Pakunkasa npoaHanusupoBanu
B ycnoBusix Xabaposckoro ¢unnana PenepanbHOro ro-
CYlapCTBEHHOTO OIOMXKETHOTO HAYYHOTO YUPEX/eHNA
«/laTbHEBOCTOYHBINI Hay4YHBINl LEHTP (GU3MONIOTUU
U NaTONOTMM JbIXaHMsA» — HayuHo-uccnemoBarenbc-
KOTO MHCTUTYTa OXpaHbl MaTepMHCTBA UM HeTCTBA
TeMaTH4ecKue >Kaao0bl B MCCIeAyeMOll TPYyIIle, Co-
croasmen u3 116 pesodexk-nmoppocTtkoB 10-17 et
¢ [ICT. Anbropucmenopes BcTpedanach B 17,5% cmyda-
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€B, TUIIOMEHCTPYaNbHbI CUHAPOM — B 9,1%, monume-
Hopes — B 31,8%, mnuTenbHble KPOBOTeYeHNA (CBBIIIE
Aty fHeit) — B 17,3% [18]. Iloxoxxue pe3ynbTaThl IO-
nyannu A.M.C. Hernandez u J.E. Dietrich B Boi6opke
n3 156 manuentox ¢ JJCT B Bospacte o 21 roga: guc-
MeHopest becriokonna 57,7% feBylieK, 0OMIbHbIE MEH-
CTpyanbHble KpoBoTedeHus — 50%, HeperynapHble MeH-
cTpyanuu — 38,5% [33].

B ppyroit pabore 13-18-7eTHue mMalMeHTKU C pac-
cTpolicTBOM MeHcCTpyanbHoll ¢yukuum u HICT
(n = 51; 83,6%), HAIPOTHUB, Yallle MPeLbABIAIN SKaI0-
OBl Ha pefKiMe, CKYHbIEe, HENPOJO/DKUTENbHbIE MEH-
crpyauun. IIpu sToM MaTOUHBIe KPOBOTEUEHM Mybep-
TATHOTO Iep1oja, KOTopble oTMevanuch y 10 (16,3%)
MALMEeHTOK, AUAarHOCTMPOBAINCh JOCTOBEPHO dalle,
4yeM B TPYIIIe KIMHIYECKOro cpaBHeHMA. OfHAKO Y fe-
Bouek ¢ JICT BropuyHas aMeHOpes BCTpedanach B Ba
pasa game (16,3 mpotus 8,3% cooTBeTCTBEHHO) [22].
B oTedecTBeHHOM MCC/IEfOBAHNUM [I€BOYKM-TIOPOCTKA
15-17 y1eT ¢ mepBMYHOI AUCMEHOPEEN U IpU3HAKAMU
HJICT umenu ¢yHKIVOHANIbHBIE HAPYLUIEHNU PeNpo-
INYKTUBHONM CHUCTEMBI, TaKMe KaK I0BEHUIbHBIE KPOBO-
teqeHUs (72%) u PyHKI[MOHATbHbBIE KUCTDI IMYHUKOB
(56%) [16].

Taxym 06pa3oM, OTyYeHHBIE Pe3y/IbTaThl CBUNETE/NIbCT-
BYIOT O TOM, YTO MEHCTPYa/IbHBII UMK/ Y HOAPOCTKOB
¢ JCT napymaeTcsa ITTaBHBIM 006pa3oM 3a cyeT pas-
BUTUA TUIIOMEHCTPYaTbHOTO CMHAPOMA, BTOPUYHO
aMeHOpPeU MM NPOSIBJIEHNIT MEHOPPAruy, a TaKXXe Ma-
TOYHBIX KPOBOTeUeHMIT ITybepTaTHOro nepuopa. Takue
HapylIeHNs NOSABIAITCA Yepes 2—4 roja nocje MeHap-
xe [21].

Boicokast vacToTa pasBUTHUA XKelle30HeDUIIMTHOI aHe-
MUY Y TIOfPOCTKOB Ha (pOHe KPOBOTeUeHUIT TpebyeT
peanu3anyy MpOTOKO/IA Pery/IApHOTO CKpMHMHTA Ma-
paMeTpoB reMocrasa 1 ob6MeHa xenesa [34-36].
Crnepyer y4uThIBaTh, uTo y nanuentok ¢ HJCT Bos-
MOXXHBI [IBa TUIIAa KPOBOTEUEHMII — CBA3aHHBIE C HApY-
IIEHNEM B CUCTeMe IIEPBUYHOTO COCYAUCTO-TPOMOOL -
TapHOTO TeMOCTa3a 1 00yC/IOBIEHHbIe TOPMOHAIbHBIM
nuc6anancoM. IlepBblit TUII IPOABAETCA MEHOPpPAru-
sIMU BCTIEACTBYE CTA6OCTU COCYVICTON CTEHKU U Hapy-
meHns GYHKIMOHAIbHOI arperalioHHOI aKTUBHOCTU
TPOMOOIIVITOB, BTOPOIL — METPOPPArNAMM PA3IUIHON
MHTEHCUBHOCTM, CBA3aHHBIMU C TMIIePIUIACTIYECKIMMA
M3MeHeHVAMM HAoMeTpuA [21].

O6uapyxeno, uyro upu JICT nepuunas gucMeHopes
YMEPEHHOJ CTEIIeHN TAXKeCTU BCTpedaerca B 1,25 pasa
yaiie, a TsDKenol — B 1,2 pasa (45 mpotus 36%) [16].
IlepBuyHas gucMeHOpes HepefKo MPOSBIAeTCA MHTEH-
CMBHBIM 0OJIEBBIM CHMHJPOMOM, CONPOBOXKAAIOIIMMCS
BBIp)XeHHOI apPeKTUBHOI U CEHCOPHOI COCTABIISIO-
et [21]. Ha pore cummatukoToHnn oT™MevyaeTcs 3Ha-
YyTeNbHAA PEaKTUBHAA M IMYHOCTHAS TPEBOXXHOCTD,
YTO YCUIMBaeT fe3afjalTallyio ¥ crIocobcTByeT dop-
MUPOBAHMIO HeafleKBaTHBIX SMOIVIOHATbHBIX peaKIuii,
BK/II0Yasi MCKaKeHMe CYODbEeKTMBHOTO BOCIPUATHS
60m1. ITO HOAEPKUBAET XPOHNIECKOE TeUeHe MeH-
CTPYa/IbHOI 60N M yTsDKeNAeT KIMHUYIECKYI0 KapTUHY
HepBUYHON AucMeHOpen y manueHtok ¢ HICT [23].

Takum 06pa3om, TeueHne 3a60/IeBAHNSI PacCMaTPUBa-
eTcsl KaK KnMHu4Yecku 6omee HebmaronpusitHoe [21].
ITporpeccupytomas JCT cmocobcTByer dpopmupo-
BaHMI0 (GYHKUMOHATbHBIX HApYUIEHUI I[€HTpPalb-
HOIl ¥ BereTaTMBHOI HEPBHOJ CUCTEMBI: CMHAPOMA
BereTaTuBHON Ancdynkuum (79,5 £ 2,8%), acTeHo-
HeBpoTHYeCKOro cuHpapoma (37,5 + 4,4%), cungpo-
Ma II03BOHOYHOI apTepuy BepTeOpOreHHOTO reHesa
Ha QOHe HeCTaOMIBHOCTH IIEHOTO OTAe/IA T0O3BOHOY-
Huka (30,0 £ 4,2%), rUIIepTEH3MOHHOIO CUHApOMa
(20,0 + 3,7%). YkasaHHBIe HapYIIeHNA IMOTEHIUPYIOT
BOCIIpYATIE OO/IEBBIX OLIYIIEHMII U CHIKAIOT afjalTa-
LIMOHHBIN pe3epB opraHmusma [25].

CyllecTBeHHYIO PO/Ib B IIaTOTeHe3e HellpoBereTaTyB-
HBIX, IICMXO9MOUMOHA/IbHBIX ¥ 60JIeBBIX HapyIICHUI
urpaet geduIUT MarHUs, Hamboee BBIPa>KeHHBIN
B 12-18 et [37]. Ha ocHOBaHMM 3TOTO pAJ, UCCIE[OBa-
TeJleil pacCMaTpPUBAIOT TsXKesble GOPMBI JUCMEHOpen
Kak K1mHn4eckoe npossiaenue JCT, o6ycmoBaeHHOI
BPOXK/ICHHBIM WIM IIpUOOpETeHHBIM BHYTPUKICTOY-
HBIM MarHueBbIM fedururom [23].

Innomaruuemus nopreepxpaercs sanueiMu O. Yakubo-
Va 1 COaBT., IpMYeM BBIPAXKEHHOCTb Zeduijura 3aKo-
HOMEPHO HapacTaeT II0 Mepe yTsDKeIeHus 60neBoro
cuHpgpoMa. Tak, B rpymne feBodYeK C JIeTKoil popMoir
IOBEHM/IPHOM [UCMEHOPEN U HaIM4YueM IpPOSBIEHUI
JCT copep»aHye MarHus B CbIBOPOTKE KPOBJ COCTABU-
10 0,712 + 0,039 MMonb/11, yTo HMKe B 1,49 1 1,51 pasa,
4eM B TpYIIe C I0BEHWIbHOI AucMeHopeeit 6es JCT
U y IPaKTUYeCKN 3JOPOBBIX COOTBETCTBEHHO. B rpym-
Ile C yMepeHHO! ¢OopMOJl ypOBeHb MarHusa cocCTa-
Bun 0,621 + 0,027 Mmmonb/n (umxe B 1,47 u 1,73 pasa),
B rpymie ¢ TspKenoit popmoit — 0,517 + 0,026 Mmonb/n
(nmxe B 1,74 n 2,08 pasa) [38]. YunurpiBast BOSMOXXHOCTD
KOPPEKIVV HelOCTATOYHOTO COflepXKaHNA MarHus, JaH-
HO€e COCTOSIHME MOXKHO CUUTATh MOTEHI[MATbHO MOJM-
¢dunupyemsim [21, 23].

Y meBouek 11-13 yieT ¢ MeHCTpyanbHOI AUCPYHKIMEIT
n npusHakamyu HICT peructpupyercsa cMmemieHnue ro-
HaJJOTPOIHOTO IpOdUIA B CTOPOHY O0JIee BHICOKOI ce-
Kpeuuy GomInUKyIocTUMynupyioiero ropmona (OCI)
IIpY OTHOCUTENIbHO HM3KOM YPOBHE JTIOTEMHU3UPYIO-
mero ropmona (JIT'), BcrefcTBUe Yyero cooTHOIIEHNE
JIT/®CT camxaercs go 0,7. [Togo6Has xoHpuUrypauys
HeJPOSHIOKPUHHOI pery/IAlny yKasblBaeT Ha MH(paH-
TWIBHBII XapaKTep rUodusapHoil GyHKIMY, aCCOLU-
MPOBAHHBII C HECOCTOSTENPHOCTHIO MIOTEMHOBOI (Dasbl
LMK/Ia M 33/JePXKKOJ ITOJIHOLIEHHOTO CTaHOBJIEHUs pa-
60TbI peIPOAYKTUBHOrO anmapara [39].

B pab6ote O.A. Tenosoit u E.B. Pakurkoit yposau ©CT'
u JI' B npeny6epTaTHOM Ilepuoje MpeBbIlIanu KOHT-
pO/bHbIE 3HAYEHUs TOJBKO IIPY TSXKE/NIO CTENeHU
HJICT, B oCTaNbHBIX CIy4asix ObIIM HIDKe TOKa3aTeseit
neBodeK 6e3 3a00/1eBaHMI COEMHNTENbHOM TKauu [18].
B Bo3pacre 14-16 neT BBIABIEHO HapacTaHMe KOHIEH-
tpauuit JII' 1 ®CT ¢ TeHAeHLMelT K UX HOpMaIU3aLun
TV CHYDKEHMIO [TO TTOKa3aTeriell, He TOCTUTAOMINX 3Ha-
JeHUII 3[[0pPOBBIX CBEPCTHIUII, B C/Ty4Yae IPOrpeccupoBa-
HUS OUCIIACTUYECKUX M3MeHeHuin [18, 27, 39]. Y 45%
IaleHTOK 9TOr0 BO3pacTa MHAEKC ImybepTaTHOIN

JddekTBHaA hapmakorepanua. 19/2026



3penoctu cocrasiser 2,0-2,5, YTO CBA3BIBAIOT C BBICO-
KOJI pacIpOCTPaHEHHOCTDIO IIOIMKMCTO3HOM U MY/IbTH-
(b ONMKYIAPHON CTPYKTYPBI AMYHMKOB. B TO e BpeMs
¥ 55% MOAPOCTKOB MOKa3aTeNlb My6epTaTHOI 3peIoCTn
MeHee 1,0, 4TO B coueTaHUM C AePULUTOM aHTUMIOTIIE-
poOBa rOpMOHa OTpaKaeT 3aMefi/ieHlIe TI0/I0BOTO Co3pe-
BaHuA 1 Koppenupyet ¢ Hamuuuem HICT [39].

ITpy oLleHKe COCTOAHMA KOPTUKO-HAJIOYEUYHUKOBOI
CUCTEMBI y eBOY€EK IPenybepTaTHOTO 1 Iyb6epTaTHOrO
BO3PAaCTa BbIABIEHO CTOMKOE IOBhIIIEHNE YPOBHEN KOP-
TU30JIa U JEerU/IpOSNNaHIPOCTePOH-CyIbdara, He fie-
MOHCTpUpYOIIee CYIeCTBEHHON 3aBUCUMOCTH OT BbI-
PaKeHHOCTH JUCIIIACTUYeCKNX U3MeHeHumit [18, 21].
ScTporensl obecnednBarT pocT U MopdodyHKIMO-
Ha/JIbHOE pa3BUTME MOJIOYHBIX JKele3 U MaTku, ¢op-
MIpPOBaHNe XapaKTepPHOTO AJIA >KEHCKOTO II07a THUIIa
Xupopacnpepenenns. Y gepodex 11-13 u 14-16 net 3a-
perucTpupOBaHbI CHIDKEHHbIE II0 CPABHEHUIO CO 37I0PO-
BBIMI CBEPCTHUIIAMM YPOBHU 3cTpajuona [21, 22, 39],
HedUIUT TecTOCTepOHa B KpoBu [21], a Takxke y 1O-
JIOBUHBI 00cIefyeMbIx 13-18 jieT — runonponakTuHe-
My [22]. TakuMu M3MeHEHUAMY MOXXHO OObSICHUTD IPY-
Oble HapyLIeHUs LIEHTPAAbHBIX 3BEHbEB PETYIALNMN,
CHIDKEHIe pe3epBHBIX BO3MOXXHOCTel TUIO(N3a, YTO
OTpa)KaeTcsl B HEJOCTIDKEHNN BO3PACTHBIX HOPMATH-
BOB I10 ITOKasaTenaM Ma, Ax, P u Me [39].

B npyroit BbIOOpKe KOHI[EHTpalus HpPONaKTHHA
U TEeCTOCTepOHA IpeBbINIana pedepeHTHbIe 3HaUe-
HUA M C BO3PAaCcTOM HapacTaja IPONOPHUOHATbHO
CTeNeHM BBIPAKEHHOCTY AUCIUIACTUYECKNMX M3Me-
HeHUI. 3apUKCHPOBAHO TaKXKe MOBBILIEHNE YPOBHSA
3CTpafyoia He3aBUCUMO OT cTenenn Tsokect HICT
u Bospacta [18]. IIpu [CT nepenko dopmupyercs
XPOHMYECKUIl CTpecc, IpY KOTOPOM y OFHUX IMaLly-
eHTOK aKTUBaLMsA I'MIIOTaTaMO-TUIIO(QKU3apHO-TOHA] -
HOJI ¥ TMIIOTa/IaMO-TUII0(Y3apHO-HaAIOYEYHNKOBOI!
oceil peanusyeTcs 4epe3 OTHOCUTE/IbHYIO TUIIepaH-
LPOTEHNIO, TUIIEPICTPOreHNIO (IOBBIILIEHE YPOBHEIT
TEeCTOCTEPOHA U 3CTPAANOIIA NPAMO NPOIOPIVIOHAIb-
Ho BbIpakeHHOCTM (peHoTuma JICT), TOrma Kak y gpy-
TMX — Yepe3 MofaB/ieHNe TOHAJOTPOIIHON peryniauun
U CHVDKEHUe IPOAYKIIMM ITOJIOBBIX CTEPOUIOB Ha (poHe
MOBBIIIEHHOTO MIM HeCTabuIbHOro KopTusona. Kak
C/IeNCTBYE — MPOTHUBOIONOXHbBIE Pe3yIbTaThl B WC-
crenoBaHuAX. [IoCKONMbKY NPONAKTUH ObMafaeT UM-
MYHOMOJYIUPYIOIIMMU ¥ CTPecc-pearupymouumMu
CBOJICTBaMU, NOBBIIIEHNE €T0 YPOBHA U CONYTCTBY-
IOIUII POCT TECTOCTEPOHA M 3CTPafMOIa OTPAXKAIOT
VMHOW TUII HEVIPO3HAOKPUHHON MEPECTPOMKYU U MOTYT
paccMaTpMBaThCs KaK KOMIIEHCATOPHAsA peakius pe-
TYTATOPHBIX MEXaHU3MOB PeNpOJyKTUBHON CUCTe-
MBI Ha BbIpa)KeHHBIE CTPECCOBbIE U MeTabommyecKne
HAaTpPy3KM B MEPUOJ, IIOIOBOTO CO3peBaHUs Ha PoHe
JCT. Mexny TeM BBIOOPKYU C HUSKVMM TeCTOCTEPOHOM,
CKOpee, OTPa)KAIOT yyKe UCTOIIEeHHBIN, TUIO(YHKINO-
HaJ/IbHBIN BapMaHT aflallTal[uu.

YcraHoBneHo, uto y nogpoctkos ¢ JCT u meHcTpy-
aTbHBIMI HAPYUIEHMAMY 3HAYMTETbHO Yallle BbIABIIA-
I0TCS BOCIIa/IUTeNbHbIE 3a00/IeBaHNA HIDKHUX OTHe/IOB
II0JIOBOTO TPaKTa ¥ OPTaHOB Majoro Tasa. dacrora
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6aKTepraTbHOTO BY/IbBOBATMHUTA Y HUX COCTABIISIET
37,1%, 4to B 1,6 pasa Bblllle ITOKa3aTenell MaleHToK
6e3 paccTpoOiicTB MeHCTpyanbHOro nukna (23,4%),
B LIECTb Pa3 — IOTHOCTDBIO 3TOPOBBIX AeBouek (9,5%)
u B 13 pa3s — JIeBylIEeK C pacCTPOMCTBAMM MEHCTpYa-
1uii, Ho 6e3 Hekmaccugunupyemoro ¢penotuna HHCT
(1,7%) [24]. 910 yKasbiBaet Ha TO, uTo JJCT - dakrop,
Ipefpacloaralonii K NepCcuCcTUPOBAHNI0 UHPEKIN-
OHHO-BOCIIAJINTE/NIbHBIX IIPOLIECCOB PENPOAYKTUBHOIL
CHUCTEMBL.

HCT paccMmarpuBaeTcs KakK OfUH M3 K/IIOYEBbIX IIpef-
pacnonararomux (pakTOpoOB HepeKpyTa HPUJATKOB
y ZeTeil, ITOCKONbKY CTPYKTYpPHasl HECOCTOATENTbHOCTD
CBSI30YHOTO almapaTa CIoco6CcTByeT pOPMUPOBAHNIO
naTepoduexcuy MaTky (M3MEHEHMIO ee YI/Ia HaKJIOHa),
[IOBBIIIAET IIOABYKHOCTD SIMYHIKOB U CO3[[A€T YC/IOBUS
mns ux poranyu. Ha sTom doHe afHeKCHanbHBIN Me-
PEKPYT HepeKo MMeeT HOMUMOPPHYI0 KIMHUYECKYIO
KapTUHY, YTO 3aTPYAHsET UATHOCTUKY B JETCKOM
BO3pacTe 1 00yC/IOBNIMBaeT HEOOXOAMMOCTD CBOEBpe-
MEHHOTO XMPYPIUYeCKOTO BMeEIIATe/NbCTBA C YIETOM
KOMIIJIEKCHOJI OL[eHK! COCTOSTHVSA PelpofyKTUBHOI
CHCTeMbl I/ MPOGIMIAKTUKN TPO3HBIX OCIIOXHEHMIT
(acenmTMuecKoOro HeKpo3a, CaMOAMIIyTallUM IPUAATKA
martkn) [21, 40-43].

Hapyirenust GopMupoBanms COeRMHNTENBHON TKaHU
CONPOBOX/AITCA U3MEHEHNAMU COCYAUCTO-TPOMbO-
LIYITAaPHOTO ¥ KOATY/IAL[IOHHOTO 3BeHbEB IeMOCTa3a, YT
UTpaeT CYLeCTBEHHYIO POJIb B [TATOreHEe3e PACCTPOIICTB
peuponykTuBHON crucreMsl [24]. Y mun ¢ JCT gacTo
BBISIB/SIIOTCS TIOBBILIIEHHAsI KPOBOTOYMBOCTD M Pa3HO-
o6pasHble aHOMaINU MEHCTpPyaIbHOro Iukia. IIpenmo-
JIaraeTcsi, YTO Pa3BUTIE FeMOPPATUIECKOr0 CUHPOMa
npu JCT B 3HaUMTETHHOI CTEIIEHM CBA3aHO C IOpaKe-
HUEM COCYAUCTOTO KOMIIOHEHTA, OfHAKO BO3MOXHBI
€ro COYeTaHys C APYTrUMI IaTOMOTMIECKIMU COCTO-
SHMAMM, B CBA3Y C 4eM IIPYM MEHO- ¥ MeTPOpPparuax
Heob6X0AMMO MPOBOANTD AubdepeHnanbHbIil TOMCK
VHBIX HapyleHui [44].

Cor/lacHO JaHHBIM JTUTEPATYPHI, TeMOpPPArnIecKui
cunppom nipu JCT Hepenko mpoTekaeT 6e3 04eBUIHBIX
Hpefpacionaraomux GakTopos: HapylleHns QyHK-
Uy TpoMOOLUTOB 1/Mnu PaKTOPOB CBEPTHIBAHUSA
kpoBu [44, 45]. Temopparun npu JCT paccmarpusa-
IOT KaK IIPOsIBJIEHNE KOTAT€HOBBIX COCYAMUCTBIX pac-
CTpOIICTB [44, 46].

PesynpraTsl nabopaTopHOro obcnemoBaHusA perell
n noppoctkoB ¢ npusHakamu JJCT cBumeTenbcTByoT
0 CHCTEMHBIX HapyIIEHUsIX FeMOCTa3a: Y/INHEHNN aK-
TUBJUPOBAHHOIO YaCTMYHOTO TPOMOONIACTMHOBOIO
BpeMeHU (30%), CHIDKEHMM arperaljMoHHON QYHKINN
TpoMbonutos (81%) [24, 47], HOBBIMIEHUN YPOBHS
D-pumepa (36%), a TakKe CHYDKeHUM aKTUBHOCTH ak-
topa Bunnebpanpa (16,6%) u dakropa VIII (8,3%) [44].
Y pspga 6ONBHBIX ¢ HEKTACCUPUIMPYEMBIM TUIIOM
HHCT umeer MecTo runeparperaliyiOHHbIN CUHAPOM,
IpyYeM dYalle Cpefy OTATOLIEHHBIX PacCTPONCTBAMNU
MeHcTpyaumit (13,3 mpotus 6,6%) [24]. [usarperannon-
Has Tpombouuromatus obHapyxXuBaeTcs B 6,4 pasa
vaufe npu Hanuauu JCT (80,5 mpotus 12,5%) [24].
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A.JI. MoMOT M COaBT. HIOMMMO AHTMOMMCI/IA3UI
U TUIEPArperanyoHHOTO CMHAPOMa OIMCA/IN Y Haly-
€HTOK C HaC/lIe[CTBEHHBIMM HapyIIEHUAMY COENMHMU-
TE/NbHOI TKaHM Pe3MCTEHTHOCTDh (hakTopa Va K aKTHu-
BMPOBAaHHOMY NpoTeuHy C, TMIeproMOuVCTENHEMUIO
n autudochonunupnei cuHppom [23].

Knnumyeckn reMopparmdecknii CMHAPOM Yy JeTel
Ha ¢oHe [JCT mposBnsieTcs HOCOBBIMU KPOBOTeYe-
Huamu (69%), sxkxumosamu (79%) [47], mecHeBbIMU
KPOBOTEYEHUSIMMU, IETEXUAMMN, U3OBITOIHON KPOBO-
TOYVBOCTBIO IIPY OIlePAaTMBHBIX BMeIllaTe/IbCTBax [24].
Kpome Toro, y nmogpoctkos ¢ HHCT Hepepku 1me-
pebpoBacKynsApHbIe HPOSABICHUA — TPAH3UTOPHBIE
uireMuYecKye aTaky, CUHKOMaAbHbIe Ledanrun
u MurpeHenono6uere cocrosiHus (y 7,7% pecrnoH-
INEeHTOK C HapyLIeHMeM MEHCTPyaluil, YTO B ABa pasa
BBIIIE, YeM Y MalMEeHTOK 6e3 paccTpONCTB MEHCTpYa-
nuui) [24].

3aknoyeHue

JCT siBisieTcst OfHUM M3 K/IIOYEBbIX (PakTOpPOB pucka
HapylIeHNil peNpoRyKTUBHOTO 3[OPOBbS JeBOYEK
U JIeBYIIEK-TOZPOCTKOB.

KommtexcHbllt aHanus my6nukanuit 3a 2016-2025 rr.
(136 MCTOYHUKOB) CBUETEILCTBYET O BHICOKON 4acTO-
Te GEeHOTUIIMIECKNX U BUCLepanbHbIXx MapkepoB [JCT

Nvreparypa

B JIETCKO-IIOAPOCTKOBOI monynanuu (26-80%). Jan-
Hble IO/ TBEP)X/JAI0T IATOTEHETNIECKYI0 POIb Aedex-
TOB KOJJIATEHOBOTO MeTabonn3Ma B BOSHUKHOBEHUN
3afiepXKeK MOJOBOTO CO3peBaHMUs, HapyIIeHUI MeH-
cTpyanbHOM GyHKIMM (a/brofyMcMeHOpes, I0BEeHNIb-
Hble KPOBOTEYEHNSI, TUIIOMEHCTPYAIbHBIIL CHHAPOM,
[IO/IIMEHOPEsT), TUIOIUIA3UM MaTKH, IIOJIMKICTO3a ANY-
HUKOB, BOCIIQ/INTENbHBIX 3a00/IeBaHUII HIDKHUX OT/e-
JI0B MOJIOBOTO TPAKTa 11 OPTAHOB MAJIOTO Ta3a, a TaKXe
[epeKPYTOB MPUAATKOB B AETCKO-MIOAPOCTKOBOM BO3-
pacre.
Oco6y10 3HAYMMOCTDb IPUOOPETAIOT YTOUHEHHBIE MeXa-
HU3MBbI IIATOTeHe3a: BKJIAJ] MarHUEBOTO AeduInTa, re-
MOCTATUYEeCKUX HapYyLIEHWIT, BereTaTUBHOM AUCPYHK-
LUY U CTPYKTYPHBIX OCOOEHHOCTEl COeRVHUTENbHOI
TKaHN.
YcraHOBIEHHbBIE 3aKOHOMEPHOCTU 060CHOBBIBAIOT KN -
HMYECKYI0 HeOOXOMMOCTb PaHHEro CKPMHMHTIA Mal-
entok ¢ JICT u BHefpeHUA MYIbTURUCLUIUIMHAPHBIX
[IOAXO/OB, HAIIPAB/IEHHBIX HA ONTMMM3ALUIO PENpo-
RAYKTUBHBIX IIPOTHO30B U NPOGUIAKTUKY OTHATEHHBIX
OCTIO>KHEHMIA.
Dunancuposanue. Paboma svinonnena
6e3 unancosoti nodoepicku.
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Relevance. Data on connective tissue dysplasia (CTD) are presented as a genetically determined, clinically
polymorphic pathology affecting fibrous structures and the extracellular matrix of connective tissue,

leading to multiorgan homeostasis disturbances.

Objective is to systematize current knowledge on the impact of CTD on the reproductive health of girls and female
adolescents.

Material and methods. The search for publications from 2016-2025 was carried out in the PubMed,

Embase, Google Scholar, Scopus, Cochrane Library, Medline, eLibrary, and CyberLeninka databases,

as well as in the Federal Electronic Medical Library of the Ministry of Health of the Russian Federation,

using the following keywords: connective tissue dysplasia, reproductive system, menstrual cycle, Marfan syndrome,
Ehlers — Danlos syndrome, adolescents, girls, puberty.

Results. A high prevalence of phenotypic and visceral signs of CTD is observed in the child-adolescent population
(26-80%). A statistically significant direct correlation has been established between CTD and the following
disorders: delayed puberty, menstrual cycle abnormalities (such as algodysmenorrhea, juvenile bleeding,
hypomenstrual syndrome, or polymenorrhea), uterine hypoplasia, polycystic ovary syndrome, inflammatory
diseases of the lower genital tract and pelvic organs, and adnexal torsion in children and adolescents. New data
clarify the role of magnesium deficiency, hemostatic disorders, autonomic dysfunction, and morphological
markers.

Conclusions. The obtained findings underscore the necessity and relevance of early screening,

as well as a multidisciplinary approach to the management of underage patients with CTD, in order to optimize
reproductive outcomes.
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