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AKTyanabHOCThb: CucTtemMHble auciuiazuu coeaunurtenbHolt Tkanu (CICT)
— 9TO Tpynma HACIEJACTBEHHBIX  3a00JeBaHUN, XapaKTEPU3YIOIIUXCS
HapylIICHUSIMH ~ Pa3BUTUA  COCAMHUTEIBHBIX  TKaHEW, YTO NOPUBOAUT K
pPa3HOOOpa3HbIM  KJIMHUYECKUM TMPOSBICHUSIM, 3aTParvBaloOllUM pa3JIMYHbIC
OpraHbl U CUCTEMBI. JTH NATOJIOTUH BCTPEUAKOTCSI OTHOCUTEIIBHO PEIKO, HO UMEIOT
3HAYUTENbHOE 3HaueHue Mg npakrudeckor meaunuubl. CICT ugacto ocrarorcs
HEJIOOIICHEHHBIMU WJIM HENPaBWIbHO JUArHOCTUPOBAHHBIMHU, YTO JElaeT HX
aKTyaJlbHBIMU JIJI UCCJCAOBAaHUM W KIMHUYECKOM TIPaKTHUKA B 00JIacTH
BHYTPEHHUX OOJIC3HEH.

KarueBble cJoBa: AuCIUIa3us COCAUHUTEIILPHOM TKaHHW, DSTHOJIOTHS,
raToreHes, Kiaccu@uKaIus, NepCrueKTUBBI Pa3BUTHSL.

Relevance: Systemic connective tissue dysplasia (SDS) is a group of
hereditary diseases characterized by disorders of connective tissue development,
which leads to a variety of clinical manifestations affecting various organs and
systems. These pathologies are relatively rare, but they are of significant
importance for practical medicine. SDTS often remain undervalued or
misdiagnosed, which makes them relevant for research and clinical practice in the
field of internal medicine.

Key words: connective tissue dysplasia, etiology, pathogenesis,
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Leab padoThI 3aKIOYACTCS B HCCIIECIOBAaHUHM AKTYaIbHOCTH IPOOJIEMBI
CHUCTEMHBIX JTUCIUIa3Wi COSAMHUTEIHLHON TKAaH! B KIIMHUKE BHYTPCHHHUX OOJIC3HEH,
aHaJN3€ CYIIECTBYIOMIUX MOIX0A0B K JHATHOCTHKE M JICUSHHUIO STUX 3a00JICBaHU,
a Takke pa3paboTKe PEKOMEHAAlUi JUIsl YIy4YlIeHUs MEIUIUHCKONW IOMOIIH
MAIMeHTaM C TAaKUMU 3a00JICBaHUSMHU.

Oco0oe BHHMaHHE YAENAETCS HEOOXOJUMOCTH BHEIPEHHUS TC€HETHYECKUX
METOJIOB JUArHOCTHKH, CTaHIAPTH3AIlMH TOIXOJ0B B JIEYCHHH, IOATOTOBKE
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CIICIIMAJIMCTOB M CO3/IaHUI0 CHEHHAIM3UPOBAHHBIX ILEHTPOB ISl KOMIUIEKCHOTO
BEJICHUS NTALIUEHTOB C CUCTEMHBIMHU JIUCIUIA3USIMHU COCITMHUTENBHON TKaHH.

3a mocneanue Tpu gecaTwietTHss XX U XXI BEKOB B PpOCCHMCKOU
MEJIUIIMHCKON MPAKTUKE BO3HUKIIO HOBOE KIMHUKO-TEHETHYECKOE HAaIMpaBJICHUE,
CBSI3aHHOE C CUCTEMHBIMU auciuiazusiMu coeauHutenbHor Tkanu (CHCT). Oto
rpymnmna 3a0o0JIeBaHUN, XapaKTepU3YIOUIUXCS HApPYIICHUSMH B  Pa3BUTUU
COCIMHUTEIBHBIX TKAHEH, YTO MPUBOAUT K (POPMUPOBAHUIO PA3TIUYHBIX KOCTHBIX U
BUCIIEPAIBHBIX CHHJPOMOB, a TAaK)KE€ aCCOLIMMPOBAHHBIX MOPOKOB Pa3BUTHS. DTHU
MaTOJOTUU BIUSAIOT HAa TEYEHHE COMYTCTBYIOUIMX 3a00JieBaHUM, 3HAYUTEIHLHO
MEHsII MX KJIMHUYECKHEe TMposiBieHUs. B 1MaHHOW cTaThe paccMaTpUBaeTCs
peajbHOe COCTOSIHUE TMPOOJeMbl W OOOCHOBBIBAETCS HAYYHO-TIPAKTHUECKUN
MOAXOJ, KOTOPBIN MMOMOKET MOHATh MPUPOYy HAPYIICHUNW B OMOJIOTHH Pa3BUTHUS
KJIETOK M CTPYKTYp COEAMHUTEIBHBIX TKaHEW B XOJ€ DBOJIOLMU U
WHJMBUAYAJIBHOTO Pa3BUTHA 4enoBeka. CUCTEMHbIE AUCIUIA3UM COCOUHUTEIbHOU
TKaHH: aKTyaJIbHOCTh MTPOOJIEMBbI B KIIMHUKE BHYTPEHHHUX OOJIE3HEH

CucrtemHble ANCIUIA3UU COCIUHUTEIBHOM TKAaHW TMPEJCTABISIOT COOOM
TPpyNIy HACIEJACTBEHHBIX 3a00J€BaHUN, KOTOPHIE CBS3aHBI C HAPYIICHHUEM
dbopmupoBanrs W (GYHKIUA COCAMHHUTEILHONW TKaHW, YTO MOJXET OKa3bIBaTh
3HAUYUTENILHOE BIMUSHUE HAa pa3JIMYHbIE OpraHbl W CHUCTEMbl OpraHuzma. OTH
3a00J7I€BaHUSl XapAKTEPU3YIOTCS HAPYIICHUSIMUA B OMOJIOTUM TKAaHEH W OPraHoB,
KOTOpbI€ HMMEIOT TE€HETUYECKYI0 TPUPOJY U MOTYT TMPOSBIATHCS B CaMbIX
pPa3IUUHBIX KJIMHUYECKUX (QopMax. AKTyalbHOCTh TIPOOJEMBI B KIMHHUKE
BHYTPEHHUX 00Jie3HEH 00BSICHIETCS PsiIOM (PaKTOPOB:

YacTtora oOpaimieHuss  MalMEHTOB C  CHUCTEMHBIMH  JUCIIA3USMU
COCJIMHUTEILHON TKAaHU B YUPEXKJICHUA 3/IpaBoOXpaHeHud. [laiMeHThl ¢ Takumu
3a00JIeBaHUSIMA 4YacTO OOpallaloTcs K BpadyaM pa3IMYHBIX CIEIHATIbHOCTEH,
BKJIIOYAsl KapJMOJIOTOB, OPTOMENOB, JEPMATOJOrOB U JAPYTHX, 4YTO Tpeodyer
MYJIbTUIUCUUIUIMHAPHOTO MOJIX04a K JUArHOCTUKE U JICUYEHUIO.

OrtcyTcTBHE CTaHAAPTOB AMArHOCTUKU U JieueHus. B HacTosiiee BpeMs B B

Hallled CTpaHE €JUHOM CHUCTEMbl CTAaHJAPTOB JJIsl JIUATHOCTUKH, JICUCHUS M
NpOoPUIAKTUKA CUCTEMHBIX JTUCIUIa3Ui COCAUMHUTEIBLHON TKAaHH, YTO 3aTPyAHSET
3 PexkTUBHOE BEJCHUE MALMEHTOB U MOBBIIIAET PUCK HEMPABUJIIBbHBIX JIMATHO30B
WJTU 3a1034aJI0T0 JICUEHUS.
HexBatka reHeTtnueckux wuccienoBaHuii. CoBpeMeHHas JHarHOCTHKAa TaKHUX
3a0oneBaHuil  TpeOyeT TMPUMEHEHUSI TEHETUYECKHMX METOJIOB, KOTOphIE B
HACTOSIIIEE BpEMs OCTAIOTCS HEIOCTYNMHBIMU JIJIs1 IIUPOKOTO KPyra CHEHUAIUCTOB
B KJIMHUKAX BHYTPEHHHX OOJIE3HEH, YTO OrpaHUYMBAECT BO3MOXKHOCTH TOYHOTO
IMarHo3a v CBOEBPEMEHHOI'0 BMEIIATEIbCTBA.

Henocratok  moAroTOBKM — CIEMUAIMCTOB. B poccuiickonl — cucreme
MEUITMHCKOTO 00pa30oBaHUsl HEJOCTATOYHO BHUMAHUSA YJICISIETCS IOJATOTOBKE
Bpaueldi 1O BONpPOCAM JUATrHOCTUKM U JICUEHUS! CUCTEMHBIX JIUCIUIA3Ui
COCIMHUTEIBHON TKaHU, YTO OTPAHUYUBAET BO3MOKHOCTH 3(P(EKTUBHOTO JICUCHHUS
MalKeHTOB.
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OtcyTcTBHE NMPEEMCTBEHHOCTH M KOMIUIEKCHOro mojaxona. Ha mpakrtuke
4acTO OTCYTCTBYET KOMILJIEKCHBIM MOAXO0J K JIEYEHUIO NMAlMEHTOB C CUCTEMHBIMU
OUCIJIA3USIMUA COEAUHUTEIbHON TKaHW B Pa3HBIX 3BEHBAX 3[PAaBOOXPAHEHUS, UTO
MPUBOIUT K (PparMeHTAIUN METUITMHCKON TOMOIIIH.

OtcyTcTBHE CHEHMAIM3UPOBAHHBIX 1EeHTpoB. B Poccum Her HaydHO-
MPAKTUYECKUX U PEaOMIUTAIMOHHBIX IIEHTPOB, CICIHAIM3UPYIOMUXCS Ha
CUCTEMHBIX JIUCIIA3HUSIX COEJUHUTEIBHOM TKaHU, YTO 3aTPyAHSIET OKa3aHHE
KOMIUIEKCHOM MEIUIIMHCKOW MOMOIIY TaKUM MalUeHTaM.

Takum  oOpa3omM, pemieHue d3TUX OpobiieM  TpeOyeT  CO3IaHus
CHEIUAJIU3UPOBAHHBIX  CTPYKTYp, pa3pabOTKH CTaHAAPTOB JAUArHOCTHKUA M
JICYEHUS, a TAK)KEe UHTErpallii TeHETUYECKUX METOJIOB B KIMHUYECKYIO MPAKTHKY,
4TO OyJeT crnocoOCTBOBATH YIYUIIEHUIO KaUeCTBa KU3HU MallUEHTOB U CHUXKEHUIO
ypoBHs 3a0oneBaemocTu.Kparkass uCTOpUsS pa3BUTHS Y4Y€HUS O CHCTEMHBIX
JUCIUIa3USX COCTMHUTEIHLHON TKaH!**

[IepBbIii 3Tan pa3BUTHA YYEHUsS O COCIAMHUTEIIBHOM TKaHU CBSI3aH C €€
MOP(OJTOTUYECKUM OMUCAaHWEM U Kiaccudukaimei, npeioxeHHor bumiem B
1827 romy, a moz:xe dou Jlewiaurom B 1857 roxy. ITn KiaccupuKauy BbIICISIOT
YEThIPE OCHOBHBIX THIIA TKAHEW: AMUTEIUATBHYIO, COCIMHUTEIIbHYIO, MBIIICYHYIO
1 HepBHYI0. OCHOBHOM (DYHKIIMEN COETMHUTEILHON TKaHU SIBISETCS NOAIEP)KAHHE
LEJIOCTHOCTH IPYTUX TKaHEW U OPraHoB.

Ha Bropom »Tame, B oOnactu rucrodusuonoruu, ObUT pa3zpaboTaH
"CUCTEMHBIN MOAX0J", KOTOPbIA 00BEAUHST MOP(OJIOrui0 U (HU3HOJIOTHUIO, YTO
MPUBEJIO K CO3[JaHUIO PA3JIMYHBIX CHCTEM, TaKMX Kak Makpodaruyeckas cucrema
MeuHuKOBa U PETUKYJIOAHAOTEIHANIbHAs cucTeMa Amioda.

Tpetuii aTan BkIrO4YaeT yriayoaéHHOE UCCIEA0BAHIE XUMUYECKOTO COCTaBa,
MOJIEKYJIIPHON CTPYKTYypbl M OMOCHMHTE3a COCAMHHUTEIILHOW TKaHMU, a TaKke e
TUCTOT€HE3a W MAaTOJOTHH. ODTOT MEPHOJl CTajl OCHOBOM i JajJbHEWIIHNX
OTKPBITHI, OJTHAKO HAKOILJIEHHBIE JAHHBIE JO CHX MOP HE CUCTEMATU3UPOBAHBI.

UYeTBepThIil TAll — dTAll CHCTEMHOTO aHAJIM3a U CHHTE3a BKJIIOYACT B CeOs
CIIEIyIOIIME KJIIOYEBBIE MOMEHTBI: — pa3padOTKy €IWHOM KOHIENIUH H
METOJI0JIOTUH JJIsl UCCIEOBaHUsI U 0000IIEHUSI HAKOIJICHHBIX HAYYHBIX JAHHBIX;
— CO3J]aHUE HOBBIX METOJOB M METOJIOJIOTMYECKUX MOJIXO0J0B (CMHEPreTUKH) Ha
CTBIKE PaA3JIMUYHBIX HAYK, TAKUX KaK KJIMHUYECKAs MEIUIMHA W TEeHETHKa, IS
MPEOJOJCHUST  pa3pbiBa  MEXIYy  OHOXMMHUYECKHUMH, MOP(OJIOTHYECKUMH,
FeHETUYECKUMH, HWMMYHOJIOTHUYECKUMU W JAPYTUMU  HalpaBJICHUSMU, —
IIPUMEHEHUE CHUCTEMHOrO IOAXOJa K OIEHKE COCJAMHUTEIbHOM TKaHW,
OCHOBBIBASICh Ha aHAIN3€ HapylUICHUH B OMOJIOTHH Pa3BUTHS TKaHEH, OPraHOB, UX
pPEryJsMU Ha MOJEKYJSIPHO-KJIETOYHOM YPOBHE M MOPGOJIOTHUECKOM JTare
OHTOI€HE3A.

Knunuko-renernueckas KJIacCU(UKAITHS CUCTEMHOU JUCILIa3UU
COCIMHUTEIBHON TKAHU BKIIFOYAET CJICAYIOIINE KaTEeTOPUH:

1. MOHO(DAKTOPHBIE — XPOMOCOMHEBIE ¥ TEHHBIE TUCIUIA3HH;

2. MyJIbTU(AKTOPHBIEC HACIIEICTBEHHBIE AUCIIA3UM COCIUHUTEIBHON TKaHH;
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3. TCPATOICHHBIC CUCTCMHBIC JUCILIIA31H COGI[PIHPITGJII)HOﬁ TKaHH.
MoHOreHHbIC JUCIIIa31uH COSHHHHTGHBHOﬁ TKaHU IIOAPa3ACIIAIOTCA Ha [OBC

TPYIIIBL:

1. C YCTaHOBJICHHBIM T€HETHYECKUM aedekToM, win auddepeHnpoBaHHbIC
TUCTUTa3UH;

2. ¢ HEYCTaHOBJICHHBIM TCHETHYCCKUM neheKToMm, WA

Heau( hepeHIrpOBaHHbIE TUCILIA3UU.

Takxe BaXHO BBIACIUTH MaJible aHOMAJIUU Pa3BUTHUS, KOTOPHIE MPEICTABISIOT
co00M CTPYKTYpPHO-(PYHKIIMOHAJIbHBIE U3MEHEHHUSI, BO3HUKIITNE TI0/I BO3JACHCTBUEM
T€HETUYECKUX W/WIM TePAaTOre€HHBIX (PAaKTOPOB B Ipoliecce 3MOpHoreHe3a Wik B
MOCTHATAJIbHOM OHTOTeHe3e. [IpuunHbl aKTyaldbHOCTH W 3HAYUMOCTH MPOOJIEeMbI
CUCTEMHOW UCIIa3UM COCIMHUTENIbHON TKaHU B KJIMHUKE BHYTPEHHHUX OOJIe3HEH
BKJIFOYAIOT:

1. Beicokas yactora oOpanaeMoCTH MalMEeHTOB ¢ CUCTEMHBIMU JTUCIUIA3USAMHU
COCIMHUTEIBPHON TKaHM K BpadyaM MPAKTUYECKOrO 3IpPaBOOXPAHECHUS B
Poccun.

2. OTcyTcTBHE CTaHIAPTOB JIMATHOCTUKH, JICUCHHS W TPODUIAKTHKU IS
MalUEeHTOB C CUCTEMHBIMH JIUCIUIA3USIMH COCTUHUTEIHHON TKaHH.

3. OrpaHvyeHHBI JOCTYNl K TE€HETHMYECKMM METoJaM  00cienoBaHus
MalMeHTOB C JUCIUIA3USIMH  COEJMHUTENIbHOW TKaHU B  KJIMHHUKaX
BHYTPEHHHUX 0OJIE3HEH.

4. HenocrtaTouHass TOATOTOBKa Bpayed B By3ax II0 BOIMPOCAM CHUCTEMHBIX
JUCIIIA3UI COCTMHUTEIBLHON TKaHHU.

5. HepmoctaTouHass ~ NpPEEeMCTBEHHOCTb U KOMIUIEKCHOCTh  MEIUKO-
MpO(HUIAKTUYECKON TTOMOIIM B MEPBUYHOM 3BEHE U CIIECIHATM3UPOBAHHBIX
KJIIMHUKaX OT€YECTBEHHOIO 3paBOOXPAHEHHS.

3akiawydenue: [IpobGieMa CHUCTEMHBIX AMCIUIA3MA COCIMHUTEIHLHON TKaHU B
KIIMHAKE BHYTPEHHUX OO0JIe3HEH OCTaéTcs BBICOKOAKTyalbHOM U TpeOyeT
KOMITJIEKCHOTO moaxona st dddextuBHOro pereHus. OHa BKITIOYaeT B ceOs
HEO0OXOIMMOCTh Pa3pabOTKHU M BHEAPEHUS CTAHAAPTOB TUATHOCTHKYU W JICUCHUS, a
TaKke MHUPOKOE UCIOIb30BAHNE TEHETUYECKUX METOJIOB JIJIsl PAHHETO BBISBICHUS
3a0oneBaHuil.  BaxXHbIM  1mIaromM  SBJASETCA  MOJATOTOBKA  MEIUIIMHCKUX
CIELUAJIUCTOB, CO3/IaHUE E€IUHOM KIMHUKO-TEHETUYECKON KiIaccUuPUKauu Hu
CHIEIUAJIU3UPOBAHHBIX IIEHTPOB ISl OKa3aHUs IMOMOIIM TMalMeHTaM. Y4UThIBas
CJIO)KHOCTb ATUX 3a00JIeBaHUN M UX BIIMSHUE HA Pa3JIMYHBIC OPraHbl U CUCTEMBI
opraHu3Ma, HeoOXOJUMO pa3BUBATh HAYYHO-MPAKTUYECKYIO OCHOBY IS
VIY4IICHUs] AUATHOCTUKH, JIEYEHUS U NPO(UIAKTUKH CHUCTEMHBIX JIHUCIUIA3HM
COCIMHUTEIBHON TKaHU B HAIIEl CTpaHE, YTO CYLIECTBEHHO MOBBICUT Kauye€CTBO
YKU3HU NAlMEHTOB U CHU3UT HArpy3Ky Ha CUCTEMY 3/IpaBOOXPAHEHUS.
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