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OPI'"AHU3AIIMOHHBIE MEPOITPUATHUA 110 BBIABJIEHUIO
MPU3HAKOB U MAPKEPOB JUCILIA3ZUUA COEJUHUTEJIBHON
TKAHHU Y AEBOYEK-ITIOAPOCTKOB

Annomauus: 6 cmamve npeoCmasgieHvl MEPONPUIMUSL NO BbIABNIEHUIO NPUSHAKOS
OUCNIIA3UU COeOUHUMENbHOU MKAHU Y 0e80YeK NOOPOCMKO8. A6mop coobwaem, 4mo
8 nocieoHue 200bl OOHUM U3 AKMYAIbHBLIX MEOUYUHCKUX HANPABIIEHUL UCCIe008aAHULL
A6/15emcsl U3yYeHue BONPOCO8, CEA3AHHBIX C HeOugepeHyuposanHvimMu @Gopmamu
oucniazuu coeournumenvrou mxkauu (CT), komopvie no380J510m omHecmu 0e8o4ex
NOOPOCMKO8 ¢ OAHHbIM 3A00ae8anUeM K 2pynne pucka no penpoOyKmueHbiM Hapyule-

HUAM.

Knrwouesuie cnosa: oucniazuu coeounumenbHou mKauu, HOOPOCMKU 0€80UKU, Op-

caru3ayusl, 6sliejieHuUe.

Bsedenue: B mocnennee Bpems mnpobiieMe TUCIIIa3UU COSTUHUTEILHON TKaHU B
aKyIIepCKOM MpPaKTUKE yAENsIeTcs] OOJbIIOe BHUMAHUE, YTO OOYCIIOBJICHO HIMPOKOM
PacpOCTPAaHEHHOCTHIO 3TOr0 CUHAPOMA CPEAM JIEBOUYEK MOJPOCTKOB U SABJISIETCS aK-
TyaJbHO 3HAYMMOM B paMKaxX HallMOHAJIbLHOT'O IPOEKTa «310poBbs». Ha npakTuke oco-
OCHHO YacTO MPUXOJUTCS CTAIKUBATHCS ¢ HeaudPpepeHITupoBaHHON (HECHHIPOMHOM)
nucrutazueit coequuautenbHoi Tkanu HJICT. B omimmune ot cHHAPOMHBIX (opM Tpo-
spieHus HICT He cTons MaHH(bECTHBI U HEPEAKO OCTAIOTCS 0€3 JOJPKHOI'O BHUMAaHUS.
BwmecTte ¢ Tem yHUBEpCanbHOCTh coequHuTeNbHOTKaHHOTO nedexrta mpu HJICT mpen-
MoJiaraeT pa3HooOpasre BUCIEPATbHBIX U3MEHEHUMN, YaCTh U3 KOTOPBIX MOXKET UMETh

CCPLE3HLIC KIIMHUYCCKUE IMMOCICACTBUA.
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CoBepIlIeHCTBOBAHUE CUCTEMbI OpraHU3aIIMOHHBIX MEPOTIPUATUN TIO BBISIBIICHUIO
MPU3HAKOB JUCIUIA3UH COCTUHUTEIBHOM TKaHU Y IEBOYEK MOAPOCTKOB JOJIKHO 0Oec-
NEYUBATHCS PELHICHUEM 3a/1a4 0 MOBBIIICHUIO 3P PEKTUBHOCTH OPraHU3aLHOHHBIX Me-
PONPUATHIA U METUIIMHCKOW MOMOIIU J€BOYKAM MOJPOCTKAM, C YIyUIICHUEM MEIu-
IIUHCKON MH(GOPMUPOBAHHOCTHU, TPOPUIAKTUUECCKON U METUKO-COIIMATILHON aKTHBHO-
CTH , ONTUMHU3AIMEN UX KadyecTBa XKU3HHU, 00ECIEYEHUEM JIOCTYIMHOCTU U KayecTBa
KJIMHUKO-TUarHOCTUYECKUX YCIYT, CHUXKEHHEM YPOBHS BO3JEHCTBUS (HAKTOPOB
pHUCKa, BIUSIONIUX Ha PEPOAYKTUBHOE 3/10pOBhe ieBouek nojipoctkoB ¢ HICT. Ilpu-
HATO BBIIENATH AuddepeniupoBannbie u HeauddepenuupoBanubsie Gopmer JJCT. K
muddepentmpoBandbiM JICT oTHOCsATCS 00jie3HM MOHO(AKTOPHOTO XapakTepa ¢
YCTaHOBJICHHBIM T€HHBIM (PaKTOPOM U, KaK MPABUIIO, BRIPAXKCHHON M YETKON OYepUeH-
HOM KJIMHHUYecKor cumnromatukoil. Kimaccuyeckum npumepom auddepeHnmpoBaH-
HeiM JICT sBnsroTcst HaciencTBeHHble KosioreHo-natun Cungpom Mapdana (CM),
Onepca-/lannoca, BOSHUKHOBEHNE KOTOPHIX O0YCIOBJICHO MYTAIlMsIMU B T€HAX, KOH-
TPOJIMPYIOIIMX CUHTE3 ONpPEICICHHbIX TUIIOB KosioreHa. Cunapom Mapdana (CM) —
HACJIEJICTBEHHOE HapylleHuE OOMEHa COCAMHUTENbHOW TKaHU C ayTOCOMHO-JIOMU-
HAaHTHBIM THUIIOM HacCJEeJOBaHUS W TomyJsnuoHHOM yactotoit 1:10000 — 1:15000.
B ero ocnoBe nexar myrtanuu B rene 6enka ¢udpmwuimaa (FBN1) unu a2-mienu kod-
nareHa [ tuna. B tunnunom ciiygae CM npenictaBisieT co00i coueTaHne XapaKTEepPHBIX
U3MEHEHUN OIOPHO-ABUTATEIBHOIO allapara, Ija3 U CepAEeYHO-COCYAMCTOW CH-
crembl. COBpeMEHHOE KOHCEpBATHBHOE U XHUPYpruueckoe BejaeHue 0oipHbIX ¢ CM
MPOJIJIEBAET KU3Hb B cpelHEM Ha 13 nieT, Bce O0JIbIlle NalMEHTOK JOCTUTAaI0T Penpo-
AYKTHUBHOTO Bo3pacTa. B xoHTekcTe mpobiiembl 6epemenHoctu npu CM, B mepByro
ouepeib, TpeOyIOT 00CYXKIEHUS JIBa HAaMOOJIee CEPhE3HbIX aCIIEKTa — BEPOSATHOCTH pac-
CJIOEHHS M pa3pbiBa a0PThI U PUCK UMETh 00IbHOTO pedenka. Cepbe3Hoi mpobIeMoit,
crosiek nepea keHmuHon ¢ CM, sBiIsieTCs] BBICOKUI T€HETUUECKUM PUCK JIJISI TOTOM-
CTBa. AyTOCOMHO-JIOMUHAHTHBIN THUIT HACIEJOBAaHUS O3HAYAET BEPOSTHOCTH POXKIE-
Hus O6onpHOTO pebenka paBHyto 50%. PacmmdpoBka reHHBIX 1e()EKTOB, OTBETCTBEH-

HBIX 3a BOBHUKHOBCHHC CM, MO3BOJICT IIPOBOAUTD IMPCHATAJIbHYIO U IIPCHUMILIIaHTA-
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[IMOHHYIO JMArHOCTUKY W U30eratb poxkaeHust 00sbHOrO pedeHka. Ocobble quarHo-
CTHYECKHE TPOOJIEMBI CO3AAI0T COPAANUECKHE Cilydan 3a00J€BaHusl, 4aCcTOTa KOTO-
pbIx cocTaBisieT okoJio 30% ot obero konuuyecTBa 60apHBIX ¢ CM. B npaktuueckoit
paboTe ropaszo Jaile NpuXoqUTCs CTAIKUBATHCS ¢ Hean(pepeHupoBaHHOM quCTLIa-
3UE€N COCIMHUTEIBHOM TKaHU. Ee KIMHU4YecKue nposBICHUS HE YKIAJbIBAIOTCS HU B
OJIHYy M3 M3BECTHBIX HACJIEICTBEHHBIX 0OJIe3HEW, HO MOTYT UX BEChbMa HallOMHHATH
(Mopdano- nnu snepcono1o0HbIN peHoTun). TeopeTrndecKoi MpeanoCchkUIKON K HaCTO-
AIIEMY pa3zielly UCCIEJOBAaHUS COCIMHUTEIBHON TKaHU C BOBJICYEHUEM B MATOJIOTHU-
YeCKHUI Mpolecc PENpOAYKTUBHON CUCTEMbI HE MOXKET HE OTPAa3UThCs HA TEUEHUU Oe-
PEMEHHOCTH U poJoB Yy keHIIMH ¢ mapkepamu HIICT.

Llenvio uccnedosanus IBUIOCH BBISIBJICHUE PU3HAKOB JUCIUIA3UH COCAMHUTEb-
HOM TKaHU Yy JAEBYLIEK-TIOJPOCTKOB C HApYIIEHHEM CTAHOBJIEHUS MEHCTPYaJbHOU
dbyHKIMH ¥ UX Matepeil. MaTepualibl 1 MeTO/Ibl: BbII0 mpoBeeHo PeTPOCIIEKTUBHOE
oO0cnenoBanue 210 neBoyek B Bozpacte oT 12 1o 15 ner. ChopmupoBaHo 2, rpynisl.
I'pynna neBouek: A, rpynmna (ocHoBHast) — ¢ Mapkepamu CICT (. = 145), IIb (koH-
TPOJIbHAS) — C UX OTCYTCTBUEM (1. = 66). J{ns BeisiBIeHUst MmapkepoB CICT ucnomns3o-
BaJIM METO/IbI: TOJJOMETpUUECKUil MeToa PpuUIsSH A, TECT HA TUIIEPMOOUIBHOCTD, Me-
Toa beliToHa, TeCT Ha MOBBIIEHHYIO PACTKUMOCTh KOXKHU, ¥ 3 OpIoiHoii 1moyiocTH,
axoKapauorpaduro.

Pezynomamot u 06cysrcoenus: VI3yuensl cUCTEMHbIE TIPOSBICHUS AUCILIA3UU CO-
€AVMHUTENbHON TKaHU y 232 NeBYLIEK-TIOJPOCTKOB B Mepuoj myoeprara u 'y 232 ux
MaTepen B MEPUOAE PENPOAYKIHNH U NepuMeHomnay3e. OCHOBHYIO TPYIILY COCTaBHIIN
116 neByiiek ¢ HApYIICHUEM CTaHOBJIEHUS MEHCTPYyaIbHOW (DYHKIIMHM U X MaTEpPEeu.
B rpynne cpaBHenus — 116 aeByiiek ¢ (pU3MOJIOTHUECKUM MyOEepTaTOM U UX MaTepei.
Pa3nuunsa Mexay rpymniaMu OUEHUBAIM C MCIOJb30BaHUEM t-Kputepus CTbIOJEHTA.
CpenHnil BO3pacT MEHApXE B OCHOBHOW W TPYyNIIE€ CPABHEHUS JEBYLIECK-TIOJAPOCTKOB
JIOCTOBEPHO pasiinueH cooTBeTCTBeHHO: 12,63 u 13,14 (p < 0,002). YacTora comatu-
YecKUX 3a00JIeBaHUMN, OTHOCSIIUXCS K CUCTEMHBIM MPOSBICHUSAM JMCIIA3UU COEIH-
HUTEJIBHOW TKaHU, Y JIEBYIIEK C HAPYLIIEHUEM MEHCTPYaJIbHOM (DYHKIIMH, TOCTOBEPHO

BBIIIIE, YEM Yy JIEBYIICK ¢ (pr3nonornueckum myoepratom. DeHOTUTHYECKHE MAPKEPHI
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JUCIUIA3UU COETUHUTENBHOW TKAaHW BCTPEUYAIOTCS B OCHOBHOW Tpymme JEBYIIEK B
58,6% (Hapyuienus crpoenus ckenera 18,1%, muonuu 14,6%, 3a6051eBaHNs CyCTaBOB
U CBsI304HOTrO anmnapara 25,9%). B rpynmne cpaBHenust coorBeTcTBeHHO 19,8% (7,8%;
7,8%; 5,2%). Y maTepeil, UMEIOIIMX JoUepei ¢ MaToJIOrM4eckuM myoepratom, GpeHo-
TUMAYECKHE MAPKEPBI JUCIUIA3UU COETUHUTEIBHON TKaHU BbISIBIEHBI B 79,3% B niepu-
0JI¢ PENPOIYKIIMK B TIepuMeHomnay3bl (Muonuu 22,4%; 3a00JIeBaHMs CyCTaBOB U CBsI-
304HOrO anmnapara 56,9%). B rpynne cpaBHeHus y MaTepeit, UMeronux gouepeii ¢ ¢pu-
3roJorndeckuMm mybepratom, coorBerctBeHHO 50% (11,2%; 38,8%). Ananusupys
BHCIIEpAJIbHBIE MPOSBICHUS CUCTEMHON NUCIUIA3UH COCOUHUTENbHOW TKAHH, BBISB-
JIEHBI TaK)Ke IOCTOBEPHBIC PA3ITUUMSL.

Bv1600wbi: Takum 00pa3oM, BBISIBICHO CTaTUCTHYECKH 3HAUMMOE MpeoldiiagaHue
COMaTHYeCKuX 3a00JI€BaHUM, OTHOCSIIMXCA K MPOSBICHUSIM CUCTEMHOM JUCILIA3UU
COCIMHUTENILHON TKaHW y JEBYIICK-TIOJPOCTKOB C HApPYUICHUEM CTAHOBJICHUS MEH-
CTpyaJibHOM pyHKIIMM B myOepTare ux matepei. HakormieHue naToorudeckom JoMu-
HAHTHI B TTOKOJICHUSX MPUBOANUT K (DOPMUPOBAHHIO Y TOUYEPEH MATOJIOTHIECKOTO ITy-

Oeprata Ha (OHE MPOSBICHUM CUCTEMHOMN JUCIIIIA3UU COCTMHUTEILHON TKaHMU.
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