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0c06eHHOCTU KNUHUYECKUX NPOABAEHUIA
cuHapoma HepudgepeHUMPOBAHHON ANCNIA3UN
COeANHUTENIbHOW TKAHU
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Llenb 0630pa: 0606WUTL HOBbIE JAHHbIE O KIMHUYECKUX NPOSABAEHUAX CUHAPOMA HeAU D (hepeHUMPOBAHHOM ANCNIA3UM COEAUHUTENbHO TKAH
(HACT) y xeHWwnH penpoayKTUBHOTO BO3pacTa.

OcHoBHbIe NONOXeHUA. B cTaTbe NpefcTaBneH 0630p NUTepaTypbl, NOCBALEHHbIA COCTOAHMIO PA3IUYHbIX OPTraHOB U CUCTEM Y KEHLUH penpo-
LyKTUBHOrO Bo3pacta ¢ cuHapomom HACT (KOCTHO-CycTaBHOM, SHAOKPUHHON, CEpAEYHO-COCYANUCTOMN, MOYEBLILENNTENbHOI, PENPOAYKTUBHOI,
nuweBapuTeNbHON, KPOBETBOPHON).

3aknioueHue. Y XeHlmMH penpoayKTMBHOro Bo3pacta ¢ cuHapomom HACT yalie Bcero oTMeyaloTcs nopaxeHune cepaedHo-coCyANCTON CUCTEMBI
C PUCKOM Pa3BUTUA KapAWanbHbIX OCNOXKHEHNIT (apuTMUK, UHDEKLMOHHOTO 3HAOKAPANUTA, Lepe6panbHbIX UIWEMUYECKUX MOPAXEHNIT), Henon-
HOLEHHOCTb COCYAUCTO-TPOMBOLMTAPHOTO KOMMOHEHTA reMoCTasa U KoarynaLMOHHOTO 3BeHa C KONIMYECTBEHHbIM CHUXKEHUEM (haKTOpPOB CBep-
ThIBaHWSA KPOBYU, GUOXMMUYECKUE U3MEHEHMUS, NATOJOMMM XKeNYeBbiBOAALLEN CUCTEMBI.

Kntoyesbie cnosa: cMHLPOM HeanddepeHUMPOBAHHON [UCNNA3UN COEAUHUTENBHON TKaHW, BHYTPEHHUE 6Gone3HW, OOMEH BELECTB, MUKPO-
3/1eMEeHTbI.
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Objective of the Review: To summarize new information about the clinical manifestations of undifferentiated connective tissue dysplasia
(UCTD) syndrome in women of reproductive age.

Key Points: This article gives an overview of published materials describing the condition of different organs and systems (musculoskeletal,
endocrine, cardiovascular, urinary, reproductive, digestive, and hematopoietic) in women of reproductive age with UCTD syndrome.
Conclusion: The most common disorders in women of reproductive age with UCTD syndrome include: cardiovascular disorders associated
with increased risk for cardiac complications (arrhythmia, infective endocarditis, and cerebral ischemic events); primary hemostatic disorders
and coagulopathies accompanied by decreased levels of blood clotting factors; biochemical abnormalities; and biliary tree abnormalities.
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CHOBaHMEM ANA aHanu3a MMeoWeica nuTepatypbl nocny-

XUN TOT (haKT, YTO [AMUCNNA3NA COefUHUTENbHOI TKaHM
ABNAETCA 4aCTOW NaTOAOrMeN Y XeHIWUH PenpofyKTUBHOIO
Bo3pacTa (fo 80% B pasznuyHbix nonynauuax) [1-4]. Kpome
TOTO, aKTyafbHOCTb 3TOTO UCCNeA0BaHUA 06YyCNOBNEHA NONMMOP-
(13MOM CUMNTOMOB, MO3[HENA [MATHOCTUKOA M 3HAYMTENbHbIM
YNCNOM OCNOXHEHWI N NATONOrMYECKUX U3MEHEHUI Pa3NNYHBIX
OpraHoB 1 CUCTEM Y KEeHIUWUH penpoAyKTUBHOro Bo3pacTa [3, 5].
HepuddepeHumpoBaHHble AUCNNA3UMKN BO3HUKAIOT B Pe3yib-
TaTe Kak reHHbIX MyTauuii, Tak U BO3AEHCTBUSA PasHOOOPA3HbIX
thakTopoB BHelWHel cpefbl [6, 7]. N3mMeHeHUs Guoxmmmnyeckux
NpoLeccoB NMpu AUCMNA3UN COEAUHWUTENbHOW TKAHU MHOro06-
pasHbl M 3aTparuBaloT COEAWHEHWs, y4yacTeyolme B MeTabo-
JIM3Me COeANHWUTENbHON TKaHW: pacnape (OKCUMPONUH, Ae30K-

CUMUPUAVHONMUH, TULPOKCUANIUHMUPUAUHONUH, MUPUANHKC—D)
W CUHTe3e KosnareHa (OCTeOKasbLMH, 06N aMUHOTEPMUHANb-
Hbli NponenTug npokonnareHa I Tuna), a Takxe karabonusme
MEXKNeTOYHOr0 BELecTBa COEAUHUTENbHON TKaHu (IMKo30-
aMuHornukaHbl) [3]. BbisiBneHbl 0COGEHHOCTW TeuyeHWs psfa
OGMOXMMUYECKUX NPOLECCOB Y NALMEHTOB C CUHAPOMOM Heaud-
thepeHLMpoBaHHOI Aucnnasun coeguuutensHon Tkanm (HOCT):
HapylweHWe NEepeKUCHOT0 OKUCNEHUS JNUNUAOB C Pa3BUTUEM
OKUCAUTENBHOTO CTPecca, M3MeHeHWe MeTabosu3Ma CUaANoBbIX
KWUCNOT, MUKO3aMUHOMMKAHOB, OKCUMPONNHA, COCYAUCTO-3HLO-
TennanbHoro hakTopa pocta Tmna A u ero peuentopa [8-10].
®eHoTunuyeckne npossneHus cuugpoma HACT ob6vepm-
HeHbl B OTAeNbHble Tpynnbl B 3aBUCHMOCTU OT BOBNIEYEHUS
opraHoB u cuctem [4]. KnuHudeckue nposiBNeHus cuHapoma
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HOCT He sBnsloTcA cneundUYHbIMM U TPebyloT NpoBeAeHUS
ancbdepeHunansHoi guardoctukn [2, 3, 5, 11]. Mo MHeHUIo
CneLnanncTos, BO3MOXHO BbigeneHne MASS-nogobHoro deHo-
Tuna (no nepsbiM OykBaM Haubonee YacTbix HEHOTUNUYECKUX
NPU3HAKOB AWUCMNA3NMU COEAMHUTENbHO TKaHW — Mitral valve,
Aorta, Skeleton, Skin) [5].

PaspaboTtaHa knaccudukalums BHELWHUX U BHYTPEHHUX Npu-
3HakoB cuHapoma HACT [3, 5, 12]. BHewHue npusHaku nog-
pa3fensTcs Ha KOCTHO-CyCTaBHble, KOXHble. K BHYTPeHHWUM
OTHOCATCA AMCNAACTUYECKME U3MEHEHUSA CO CTOPOHbI HEPBHO
CUCTEMbl, 3PUTENbHOrO aHanW3aTopa, CepAeyYHO-COCY[UCTOM
CUCTEMbl, OPraHoB [blxaHus, BepxHux MoueBbix nytei, XKT,
KPOBETBOPHOI U UMMYHHOI CUCTEM.

®eHotunuyeckne npossnenus cuuapoma HACT paccmatpu-
BalOTCA B KOHTEKCTE KAMHUKO-(YHKLWOHANbHBIX CUHLPOMOB.
Yaue Bcero y XeHWuH penpoiyKTMBHOrO Bo3pacTta Habnoaa-
I0TCS  KNanaHHblid, apuTMUYecKuid, Tpomboremopparnyeckuii,
COCYAMCTBI CUHAPOMbI U MATONOTUN OPraHoB 3peHns [4].

K npusHakam aucnnasuu COEAMHUTENbHON TKAHU Cepaey-
HO-COCYLMCTOW CMCTEMbI OTHOCAT NPOMANCHI KNanaHoB, pacliu-
peHne KOpHS aopTbl, aHEBPU3MY MEXNPeACEPAHON Neperopoa-
KW, aHEBPU3Mbl apTepUaNbHbIX COCYLOB, BAPUKO3HY0 60NE3Hb
BEH HUMXHWX KOHEYHOCTei, ByJbBbl, MaNoro Tasa B MOJNIOAOM
Bo3pacTe [2, 13, 14].

B HabntopeHuax J1.A. [leMnpoBoii 1 coaBT. y 46 06CnefoBaH-
HBIX JKEHLMH OTMeYeHbl CleaylolMe U3MeHEHUA NpU CUHAPOME
HACT: nponancel mutpanbHoro (44,1%) u TpUKyCnMAanbHoro
(39%) knanaHoB, fononHuTenbHele xopasl JIXK (42,4%), Bapu-
KO3Has 60ne3Hb BeH (24,1%), paclumpeHne BoCcxopALero oTae-
na aoptel (16,9%), 06pa3oBaHue remaToM Npu He3HAYUTENbHOM
nospexpaeruu (25,4%) [15].

Knunuyeckne npossnenna cuvpgpoma HACT ceppeyHo-co-
CYOMCTOI cucTeMbl OTpaxeHbl B pabote P.P. Kunbausposoii
u 0.0. Yrnosoit [16]. WiccnepoBatenn oTMETUAM Hanuyue npo-
NancoB KnanaHos, gononHutenbHelx xopd JIXK, HapyweHwuit
cepgeyHoro putma (y 11 nauueHTOK — 76%), MOBbIWEHHBI
PUCK WHMEKLMOHHOTO 3HAOKApAWTA, NIErOYHOM rUnepTeH3uu,
CMHApPOMA BHe3anHoii cmeptu [17-22].

HapyweHns ceppfeyHoro putMa W NPOBOAWMOCTU MOTYT
NposABAATLCSA BNEpBble BO BpeMs GepeMeHHOCTU, KpoMe Toro,
B CBA3M C reMOJMHAMWUYECKUMU U TOPMOHANbHBIMU KU3Me-
HEHUAMU ycyrybnseTcs TeyeHUe apUTMUYECKOTO CUHApOMa.
HapyweHns putma ¥ nNpoBOJMMOCTM Cepiua BCTpevatTcs
y Kaxpoi TpeTbeil naunentkn (31,1%) [14]. HauGonee yacto
HaOIOAATCA BHYTPUKENYLOYKOBbIE ONoKafbl (46,4%) U CUHA-
pom Knepka — JleBn — Kputecko (27,9%). OTMeyeHbl CMHYCO-
Bas OpafiMKapaus, HapyLEeHNs penonspru3aLnm, XKenyaouKosble
aKkcTpacucTonsl [13].

B xope Hay4yHbIX MCCNefoBaHNI YCTAaHOBNEHO, YTO Y NaLneH-
TOK PenpoAyKTUBHOIO BO3pacTa C AUCNNasuneil COeANHNUTENbHON
TKaHW MMEIOT MeCTO HapyleHWs KocTHoro metabonusma [23],
6onee HU3KMI ypOBEHb ICTPAAMOIA NPU HOPMANbHBIX KOHLEH-
Tpauuax NTenHU3npyowero n HoaANKYAOCTUMYAKPYIOLLErO
FOPMOHOB B CPaBHEHWUU C TaKOBbIMU Y 340POBbIX XKeHWWH [24].
AKTMBALMA aAHAPOTEH-MOKOKOPTUKOMAHOW (YHKUMKM Hagno-
UEYHWUKOB B COYETAHWUM C TUNEPNpoNaKTUHeMUER y nauueH-
ToK ¢ cungpomom HOCT npuBOAAT K aHOBYNATOPHBIM LMKIAM.
CucTeMHOe yMeHblU€HME COLEpXaHUA KOMJareHa B TKAHAX
V XeHWuH ¢ cuHgpomom HACT accoummpyeTcs C HEMONHOLEH-
HOCTbIO COCYAMUCTO-TPOMOOLUTAPHOrO KOMMOHEHTA remMocTasa
M KOAarynauMOHHOrO 3BEHA C KOJWYECTBEHHbIM CHUXEHWEM
thakTopoB cBepTbiBaHMA Kposu [11, 25]. Mpu 3ydeHun xapak-
TEPUCTUK 0BapUanbHO-MEHCTPYaNbHOTO LiMKNa OTMeYeHa runep-

nonuMeHopes, CBA3aHHAA C HapyleHWeM remocTasa B cocyaax
MaTku [26]. Mpu pa3BuTMKM BOCMANUTENbHLIX 3ab0seBaHUi
OpraHoB PEenpoAyKTUBHOW CUCTEMbl Yy XEHWMWH C Aucnnasuei
CoeauHUTENbHON TKaHW hopMUpYETCA CnaeyHbli npoLecc, cTe-
NeHb BbIPAaXKEHHOCTU M PacnpoCTPaHEHHOCTU KOTOPOro Koppe-
NNpYIOT ¢ BolpaxeHHocTelo HACT [27].

MmetoTca oTKNOHEHUA B DM3NYECKOM U NMONOBOM pa3BUTUM,
B NoChefytolWem oTpaxatowmnecs Ha penpoayKTUBHOM hyHKLMH,
y AeBOYeK-noapocTKoB ¢ cuHgpomom HACT [4].

Y xeHwuH ¢ cuapomom HIACT oTmeyeHbl U3MEHEHUS Kie-
TOYHOMO U FYMOPaNbHOrO 3BEHbEB MUMMYHUTETA, YTO Npefnoso-
XUTENbHO CBA33aHO C HapyleHWeM pacrno3HaBaHWA aHTUTEHOB
COeMHUTENbHOTKAHHBIX CTPYKTYP U XPOHWUYECKOW CTUMYNSLNel
MMMYHHOI cucTembl [4], TpebyOWMMUY UHAWBUAYANBHOTO NOAXO-
[a K BefeHuto naumeHTok [28]. KocBeHHbIM noaTBepxaeHNeM
UMMyHOaebULUMTHOrO cocToAHua npu cuHgpome HACT asnsioT-
CA YacTble BOCMANUTENbHbIE MPOLECCHl BEPXHUX AblXaTeNbHbIX
nyTeii, BOCNaneHne MUHAANUH, GPOHXUTbI U MHEBMOHUM, OPOH-
XUasnbHas acTma, fepmatutsl [4, 29].

Mpn pa3BUTUM TUNEPTEH3UBHLIX COCTOAHUW (BereTo-co-
CYAMCTOI [UCTOHUM, TMNEPTOHUYECKOW BONE3HN) Y NaLUeHTOB
¢ cunppomom HACT 3adukcupoBaHO Hanuuue aytoaHTUTen
K konnareHy III tuna, coctaBnswowemy CTPYKTYPHYIO OCHOBY
CTEHOK KPOBEHOCHbIX cocymoB [15].

Y xeHwmH ¢ cuHgpomom HICT co3paetcs puck TpaHcdop-
Mauuu HelpOLUPKYNATOPHON OUCTOHUWU B TUMNEPTOHUYECKYIO
6onesHb [12, 30]. [ucnnasus COEAMHUTENbHON TKaHU ABASA-
eTcA 0CHOBOW (HDOPMUPOBAHUA aHEBPU3M COCYAOB FOJIOBHOMO
mo3ra [31].

Mpu cuHApOMe AMCMNA3WUKU COEAWNHUTENbHON TKaHM U3-3a
HapyLWeHNA CTPYKTYPbl COCYAMCTON CTEHKW pa3BMBAETCS Bapu-
KO3Has 60Ne3Hb BEH HUXKHUX KOHEYHOCTE U MaNoro Tasa.

O6HapykeHa BbICOKas 4acToTa COYETAHHOW MaTONOTUU Kef-
ueBbIBOAALLENA cucTembl U cuHgpoma HACT [32]. MpuunHon guc-
(YHKLMN KenyeBbIBOAALLMX NyTel 0ObIYHO CTAHOBATCA aHOMa-
JINV XKENYHOTO Ny3blps, KOTOPble CONPOBOXAAIOTCA HApYLWeEeHUAMM
OTTOKA Kenuu, pa3BUTMEM Natonornyeckux pecdnioKcos, xone-
LMCTUTOB, XONAHTUTOB U 0Opa3oBaHMEM KeNYHbIX KamHei [32].
MporpeccupoBaHue AUCHYHKUMW KENYHbIX NyTE NpUBOAUT
K AMChYHKUMM MOTOPUKWM M 3BaKyauuu KuwedyHnuka [33, 34].
Mpyu HanUYMK WecTn 1 Gonee AMArHOCTUYECKM 3HAUUMBIX NPU3HA-
koB cuHapoma HACT puck pa3sutus pyofeHoracTpo3sodareans-
Horo pedtokca y naumeHToB yeennumsaetca B 11,9 pasa [34],
pa3BMBAETCA UieoLeKanbHbll pedntokc [35].

Muonus sBnsetca yacTeiM npossiaeHuem cuHpgpoma HACT
V XEHIWWH B penpoaykTueHom nepuoge [15]. B Poccuiickoit
Oepepaunn go 25-30% KEHWMH penpoayKTMBHOMO BO3pacTa
CTpajaioT 6MM30pYKOCTbIO, NpuyeM 7,4-18,2% W3 HUX UMEOT
MUOMUIO BLICOKOW cTeneHu [36]. B ocHoBe naroreHesa muonuu
npu cungpome HACT nexut HapyweHue CTpYKTYPHO-(DYHKLMO-
HaNbHbIX CBOWCTB rMa3oABuratenbHbix Mbiwd [15]. Mo gaHHbIM
JI.A. flemupoBoit 1 coasT. (2015), yacToTa MUONUM Yy NALUEHTOB
¢ cuHgpomom HACT coctasnset 54,2%.

K KnuHMYecKMM nNposBNeHUAM [UCNNA3UU COELUHUTENb-
HOW TKaHW OTHOCWUTCS CUHAPOM TUNEPMOOMABLHOCTU CYCTAaBOB
(41,8%) [3,37]. Mopconornyeckoit 0CHOBOIA rMNepMoBUNbHOC-
T cycTaBoB ABnaloTCcA notepsa konnareHa I-III tTunos B coe-
LUHWUTENbHON TKAHU M HapyleHWe CTPYKTYPbl MEXKNETOYHO-
ro Bewecrsa [3, 37].

OTMeyeHbl HapyleHUs KOCTHOI (TBepAoil) COeAMHUTENbHOIA
TKaHu [23, 38]. CTpyKTYpHbIE HapYLIEHUSA CBA3AHbI C U3MEHEHU-
€M KONNareHa W ABYXBaNEHTHbIX KaTMOHOB (KaibliMs, MarHus,
tocdopa), co3pawlwmx NPOYHYID OCHOBY BOKPYr KosnareHa
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KOCTHOM TKaHu. Cpean nopaxeHuit KOCTHO-MbILIEYHOW W CyCTaB-
HOW CWUCTEeM YacTO BCTpeYanuchb CKonMoTuyeckas gedopmauus
NO3BOHOYHMKA, KNDO3, Kndockonnos (32,3%).

Y nauwuentos c cuHgpomom HACT cywecTsyeT npegpacnosno-
JKEHHOCTb K BPOHX0NEroYHbIM ero npossneHusm [29, 39].

Y xeHwmH ¢ cuHgpomom HOCT m3-3a CTPYKTYpHbIX M3MEHe-
HUI B CTEHKE MOYEBOrO Ny3bips U ropMOHANbHOTO fucbanaHca
MMeeT MecTo AJAWUTENbHOE TeYyeHWe BOCMANUTENbHOrO npouec-
ca [40]. MoXHO NpeanonoXuThb, Y4TO B YCNOBUAX ICTPOFEHHOO
peduunTa, HabMIOLAEMOTO Y KEHWMUH C CUHAPOMOM Auchna-
3UM COEAMHWUTENbHON TKAHW, NPOUCXOLAT LEeMUeNUHU3aLNS
HEPBHbIX OKOHYAHWIA, U3MEHEHWe CBOICTB MUOLMTOB MOYEBOrO
ny3bIps, @ TaKKe CHUXKAETCA NPOAYKLMA MUKO3aMUHOIIMKAHOB
B C/IM3NCTON 060/104KEe MOYEBOTO NMy3bIps.

Y xeHwuH ¢ cuHgpomom HACT 3axuBneHue TkaHei nocne
onepaTuBHbIX BMeLATeNbCTB MPOMCXOAUT C (OPMUPOBAHMEM
HEMOJIHOLEeHHbIX pybLoB [41].

OTmMeyeHbl NCUXONOTUYECKME WM3MEHEeHUA Y MNaLWUeHTOK C
cungpomom HACT [42], nposBAstowmecs genpeccueit, NOCKONb-
Ky MM CBOMCTBEHHbI OCOOEHHOCTM B COCTOSIHUM Beretatus-
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