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Hucnnasus coequautenbHoi Tkanu (JICT) — HapylleHne pa3BUTHSA COSAMHUTEIHHOW TKAaHU B
AMOpPHOHAJILHOM M IOCTHATaJIbHOM I€PHOJAaX, T€HETHUUECKU JI€TEPMUHHUPOBAHHOE COCTOSHUE,
xapaktepusyromieecs aedekTamMu  BOJIOKHUCTBIX  CTPYKTYp W OCHOBHOTO  BeIlECTBa
COEIMHUTEIIPHON TKaHU, MPUBOJSILEE K PacCTPOMCTBY rOMEOCTa3a Ha TKaHEBOM, OPraHHOM U
OpraHM3MEHHOM YpPOBHSX B BHUAE pa3iIUuHbIX MOP(OGYHKIMOHATIBHBIX HApyIICHUN
BHCIIEPATIbHBIX U JOKOMOTOPHBIX OPTaHOB C MPOTPEIUECHTHBIM TCUCHUEM.

AKTyalnbHOCTh TNpOOJeMbl MPOJUKTOBAHA IIUPOKOH paclpOCTPAaHEHHOCTHIO B MOMYJISIUN U
MOJIMCUCTEMHOCTBIO MOPaXeHUs, COIMYTCTBYIOLIEH comaruueckoi mnarosnorueit. Eme B 20-x
rojax MPOILJIOr0 CTONETUs WU3BECTHBIM (usmoinor A.A. boromonen OTMETHN, YTO COCTOSHUE
37I0POBBSL WIIK OOJIE3HU OMpPEAENAEeTCS COCTOSIHUEM coenuHuTenbHoi Tkanu. Kmuaudecku JJCT
MPOSBISETCS CUMOTOMaMU  HapylieHUs (YHKIUU  OMOPHO-ABUTATENIbHOIO  allapara,
BHYTPEHHUX OpraHOB, OpraHoB 3peHus, remoctasza. Crenensb Tsxxectd HJCT onpenensercs:

. CreneHpro BBIPAKEHHOCTH BHEIIHUX IPOSBICHUNA COEIMHUTEIBHOTKAHHON JUCIUIa3UH
. XapakTepoM aHOMAJIMM pa3BUTUS BHYTPEHHUX OPTaHOB U CUCTEM
. Xapaktepom TteueHus accouuupoBaHHbIX ¢ HJICT XpoHMYECKMX COMaTHYECKMX U

MH(]EKIMOHHBIX 3a001eBaHU
Iess Hamiero ucciaeoBaHMs: OLEHKA BHEUIHMX M JIOKOMOTOPHBIX (PEHOTHIIMYECKHX MapKepoOB
JACT y nereii ¢ BereTaTuBHOM nucyHKIMEH 1 nmpoaarncom MutpaisHoro kiamana ([IMK) u/umm
JPYTUMH MalbIMM aHoManusMu paszButus cepaua (MAPC — nononHuTeNbHBIE XOpP/bI JIEBOTO
JKeMy04Ka U OTKphITOEe oBasibHOE OKHO (O0O0)).
Marepnan u Meroabl: beimu npoananusupoBanbl BHeniHue npusHaku [ICT y 52 pereii. B
UCCIIEYEMYIO TpyHIy BOIUIM 26 1eTei, HaXOAUBIIMXCS Ha JICYCHUH B KapIUOJIOTMYECKOM
oranenenun 2 I'JIKb r. Muncka ¢ amarnozamu: MKJI, CBJI, BIIC (JIMJXII, nerkuii creHo3
yCThsl  aoOpThl), apTepuanbHas rumepreH3uss | cremeHn Ha  (QoHE  DK30TEHHO-
KOHCTUTYLIMOHAJIBHOTO OXHUpEHUs. B wHccnenoBaHue He BKIKOYAIUCH AETH C CUCTEMHBIMU
3a00JIEBaHUAMU COEAMHUTEIBHOW TKaHM M TsDKENOW opraHHoW martosoruei. [Ipu DXO-KI' y
Bcex nanuenToB O0buM BbisiBIeHB! [IMK n/mwmn MAPC (AXJDK u OOO). B rpynny cpaBHeHUs
Bouu 26 ywammuxcsi 7 u 8 kiaccoB cpeaHed mkosbl Nel2 r. Muncka. Bospact nereit
ucciaeayeMol rpymnmbsl  coctaBuil oT 7 Ao 17 ner, B cpeanem — 14,46+0,52. Bospact nereit
KOHTPOJIbHOM TPyYIIIbI cocTaBuil oT 12 1o 14 ner, B cpennem — 12,88+0,13.
Knuanyeckoe oOcnenoBaHue BKIIIOYANO BBIABICHHE (DEHOTUIHYECKUX (OCMOTp), KIMHHUKO-
UHCTpyMeHTaNbHBIX Mpu3HakoB [ICT (BbIkOmMpoBKa JaHHBIX U3 UCTOpUN Gone3Hu U Gopm Ne
1). Crenenp Tsxectu JICT ompenensiin 6auibHbiM MeTozoMm (mo T.M. Kamypunoit u JI.H.
A00OakymMOBOif): BapumaHT HOpMBI <12, nerkas m ymepeHHas 12-23, Tspkemass >23; cTeneHb
TSKECTH CUHIPOMA THIIEpMOOUIBHOCTH CYCTaBOB ONPENEISUTH 10 MoKazareinto Beighton.

e [laccuBHoe mpuBeneHHE OOJBIIOrO Nanblla KUCTU K BHYTPEHHEH MOBEPXHOCTHU
Mpearieybs
[TaccuBHOE pa3rubanue Mu3uHIEB KucTu 60see 90 rpagycoB
Ilepepasrubanue B TOKTEBBIX cycTaBax 6onee 10 rpagycos
[lepepaszrubanue B KoJeHHBIX cycTaBax 6osee 10 rpagycoB
B0o3MOXHOCTP KOCHYThCS TOJa JAJOHSMH TpU TEpeJHEM HAKJIOHE TYyJIOBUIIA C
MOJIHOCTBIO PA30THYTHIMU KOJIEHHBIMHU CyCTaBaMu

Pe3yabTaThl M 00Cy:KIeHHE:

deHoTUnMUeckue (BHEIIHUE M JOKOMOTOPHBIC) MapKephl JUCIUIA3UH COEAWHUTENHLHON TKaHU
JTUArHOCTUPOBAHBI C OJIMHAKOBOI yacToTol B 00eux rpynmnax (61,5% u 53,8% cooTBETCTBEHHO).
HocroBepro uaime (P<0,01) B mcciemyemoit rpymme Bcrpeyanuch takue npusHaku JICT kak



CKOJIMO03 W/wiK HapymeHue ocanku (20+2,1 u 4+1,8 coorBeTcTBeHHO), MmIockoctonue (16+2,5
10£2,5), TIMK 1 crenenn (14+2,5 1+1,0), nponanc 2-yx kimananoB I cremenu (2+1,4 u 0),
OAXIDK (19+£2,3 2+1,4), CBJ (20+2,1 1+1,0), MK]J (6£2,1 u 0). OcTajnbHble BHEIIHHUEC
NpU3HAKH, Takue Kak jgedopmanus TPYJHOHW KIIETKH, BBICOKOE HE0O, acTCHHYECKOoe
TEJIOCIOKECHHE, TMOBBIMICHHAS PACTSHKUMOCTh KOXKH W Jp. BCTPEUAIUCh B O0CWX Tpymmax ¢
OJIMHAKOBOM YacTOTOM (Tabnuia).

Tabnuua

deHoTUITNYECKHE TIPU3HAKY JUCIUIA3UN COSAMHUTEIILHOU TKAaHH

['unepMoOUIBHOCTE CYCTaBOB BCTpeYasiach B 00EUX TPYIIAx C OJMHAKOBOW YAcTOTOM: <4
6amtoB (15+2,5 u 18+2,4 coorBeTcTBeHHO), >4 GaymwioB (11+2,5 u 8+2.4). IIpu oueHke cTeneHH
TSDKECTH JIMCIUTa3UM COCAMHUTENILHOW TKaHM B OaulaX BBUICHHIOCH, YTO JIETKAsl M CPCIHSIS
crenieib JICT omuMHAKOBO yacTo BCTpeuanach B obeux rpymmax (16 (61,5%) u 14 (53,8%)
coorBercTBeHHO), ICT TsDKenol CTemeHn Takke BCTpedaiach B 00EMX IpyImax ¢ OJUHAKOBOU
gactoroi (4 (15,4%) u 6 (23,1%) COOTBETCTBEHHO).

BriBoasr:

1. ®enorunuyeckue (BHEIIHWE U JIOKOMOTOPHBIE) MapKepbl IUCIIA3UM COEAMHUTEIIbHON
TKaHW JIMarHOCTUPOBAHBI C OJMHAKOBOW dYacTOTOW B 00eux rpymmax (77%), dro
CBUJCTEIBCTBYET O BBICOKOU pacnpocTpanenHocty JCT.

2. IlpakTHyecku OJMHAKOBYIO YaCTOTY BHEIIHUX U JTOKOMOTOpHBIX MapkepoB HIACT moxHO
OOBSICHUTB TEM, UTO:

i IPYIIy CPABHEHUS COCTaBUJIM JETH C MEPBOW M BTOPOM IPYIIION 310POBbS, Y KOTOPBIX
3apaHee He ObUIM uckiIroueHs! Mapkepsl HJICT
. B COOTBETCTBHUM C II€JIbI0O HAIIEr0 HCCIEIOBaHMUs ObUIM M3y4YeHbl BHEIIHHE U

nokomotopHble npuzHaku HJICT, HacnencTBeHHas OTArOMIEHHOCTh HE M3yyalach, YTO MOIJIO
TIOBJIUSITh HA PE3YJIbTATHI NCCIIECIOBAHUS
. B OCHOBHOM TpyIile JeTh ObUIM O0ClIeJOBaHbl HAa HAMYHE BUCIEPATBHBIX MapKepOB
HJCT, a y aereit u3 rpynmnsl cpaBHEHUsI 3Ta WHGOPMAIKA MMOJTydyeHa TOJBKO U3 METUIIMHCKOM
nokymenTaiuu (popma Nel).

3. BrisBnenue BHEMHUX U JIOKOMOTOPHBIX npu3HakoB HJICT moipKHO cTaTh MOBOJOM IS
JMAIBHENIIET0 YriIyOJIeHHOTO 00CIeIOBaHUS C LENbI0 AUATHOCTUKH BHCIIEPATBHBIX MPU3HAKOB
H/JCT, a takxe n3ydeHus poJoCI0BHOMN (/17151 BBISIBICHUS HACIEICTBEHHOU OTSTOIIEHHOCTH).



