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COBPEMEHHOE COCTOSIHUE ITPOBAEMBI AUCIIAA3UUN
COEAUHUTEABHOM TKAHU U 3HAUYEHUE AAHHOWM ITATOAOTUU
AASI KAMHUYECKOUW TMPAKTUKU ITEAVIATPA

Boenno-mepunuHckas akapemus uM. C.M. Kuposa; CasKT-IleTepOyprckuii rocyAapCTBEHHBIN ITeAUaTPUYECKUN
MepunUHCKUY yHUBepcureT, CaukT-IleTepOypr

B craThe 06Cy:kaaioTCA BOMPOCHI METOMOJOTHH, HAYIHO-TEOPETHUECKUX M KINHUYECKHX ACIEKTOB IIPO-
6seMsI quciuiazuii coequauTeabHONM TKaH ([ICT). OnucaHsI pe3yIbTaThl COBPEMEHHBIX UCCJIEeOBAHNN B
00JIaCTH T€HEeTHKH, MOJIEKYJISIPHONH OMOJIOTMH, XUMUYECKOH T€e HOMUKHN, HUMMYHOJIOTUY, JHTOKPHUHOJIOTHH
10 M3YYE€HUIO CTPYKTYPHI U (DYHKIIUI COeTUHUTEIBHON TKAHU M UX HapyureHuii. O0CyKIal0TCsI OCHOBHBIE
mpo6aemsl, cBg3aHHbIe ¢ Heguddepennuposannoii [ICT aasa Bpaua-nmeguaTpa npu Jie4eHUN JeTel ¢ Xpo-
HUYECKNMU 3a00/1eBAHNSIMHU Pa3JIUYHBIX OPTaHOB M CUCTeM, uMermux denorunnueckue npusHaxu JJCT.
Knrouesvle cnosa: demu, ducnaasus coeOuHUMENLbHOU MKAHU, XPOHUYECKUE 3A00/e6AHUS PA3IULHBLY
0p2aro6 u cucmem.

Authors discusses problems of connective tissue dysplasia (CTD): methodology of study, scientific,
theoretical and clinical aspects. Results of current researches in genetics, molecular biology, chemical
genomics, immunology, endocrinology, study of connective tissue structure and functions and their dis-
orders are described. Main pediatric problems associated with non-differentiated CTD and management
of children with chronic diseases of different organs and systems and with phenotypic signs of CTD are

discussed.
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IIpo6aeme aucmiIasuii COeUHUTEJIbHOM TKAHU
(ICT) B mocaenuue 20 jJeT MOCBAIIEHO MHOTO paboT,
BBINTOJIHEHHBIX T€HETUKAMM W KJIUHUIMCTAMU pPas-
JUYHBIX CIeNuaJbHOCTeH. AKTyaJlbHOCTb MpPOOJIe-
mbl [ICT cBa3aHa mpesk/ie BCEro ¢ BBICOKOM YacTOTOM
obOpallieHnA K Bpauy AeTel ¢ HAPYIIEHUSIMU CO CTOPO-
HBI QYHKIINI Pa3JIUYHBIX OPTAaHOB U cUCTeM Ha hoHE
BHEITHUX U BHYTPEHHUX (BUCIEPAJIBHBIX) (DEHOTH-
nuyeckux npusHakoB [CT; ¢ HeOGIaronpuATHBIM
BauaaueMm [{CT Ha TeueHWe CONMYTCTBYIOIIUX BTO-
PUUYHBIX XPOHUYECKUX 3aboseBaHuit. CeromuAaiuee
cocTosguue mpobaembl mpodeccop B.M. fAxosies,
MHOTO JIeT 3aHUMAIONIUHICA JaHHBIM BOIIPOCOM, OIle-
HUJ KaK «HaYyYHO-TIPAaKTUYECKUN Xa0C», a UBYUEHUE
OCT BpauamMm pasiaWYHBIX CIEIMAJbHOCTEH, «3Ha-
KOMBIX JIUIIb C a3aMU T'€HETUKU» — «IapajOKCOM»

[1].

Konmarxmnas ungopmayusn:

B cBA3M ¢ 3TMUM HaAM XOTe€JIOCH OBI OCTAHOBUTH-
cA Ha AByX acmexktax mnpob6sembl [ICT Ha HaydyHO-
TEOPETHUUECKOM, PACCMOTPEB HEKOTOPhIE MOJIEKY-
ngapHo-TeHeTnueckue MexanusMbl [ICT, 6uoxmmuye-
CKHe W UMMYHOJOTMYECKNEe IIPOIIeCCHI, IIPOTEeKAaio-
mue B coequHuTenbHOM TRaHu (CT), a Takske OOIIyIO
MeTomosioTnuecKyo Koumenmnuioo [ICT; Ha KInHUUe-
CKOM (C TOUKU 3peHU UCIIOJIb30BAHUSA ONbITA, HAKOII-
JIEHHOTO UMEHHO KJINHUIIUCTAMH B 9TOI 00JIaCTH, OJId
BpaueOHOI IPaKTUKN).

Bce cmemmanaucThl, 3aHUMAIONIUECAd TAaHHBIM
BOIIPOCOM, IHUIITYT 06 OTCYTCTBUM €IWHONU TEePMUHO-
JOTUU, €AWHON KJaccu(pPpUKAIUU, €TUHON OIEeHKH
CTeIleH! TSAMKEeCTU NUCIJIAa3sUU U Ja’ke eIUHON MeTo-
nmosornu nsyuenud [ICT [1-4].

B oTHOIIeHUM METOZOJIOTUUM XOTeJOCh OBl Ha-
IOMHUTB, UTO HanboJjee rIyOOKUI aHAJII3 IIPO0IeMbI
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10. BesycyioBHO HEOOXOAUMO TTOBBIIIIEHE YPOBHSA
npodeccruoHANbHOI IIOATOTOBKY Bpauell BceX CIeIlu-
aJIbHOCTEN, CIIOCOOHBIX IIOHUMATEL BO3MOYKHOCTHU IIPHU-
MeHeHUsd 3HaHUNA B 00JacTU IeHeTHUKU, OMOXUMUMU,

UMMYHOJIOTHH [IJIs ITeJieil fUarHOCTUKHU, ITPAaBUJIBHOMN
OIIEHKU COCTOSHUSA OOJBHOTO HPHU JIOOBIX XPOHUUE-
CKUX 3a00JI€eBAHUAX W BIUAHUSA WHIUBUAYATbHBIX
ocobennocTeit CT Ha UX IIPOTHOS3.
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