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AxkrtyanbHocTh. TyOepossbiii  ckiepo3 (TC) — mommcuctemMHOe, TE€HETHYECKH
JIeTepMUHUPOBAHHOE 3a00JieBaHUE, MPU KOTOPOM TO0OPOKAUYECTBEHHBIE OIYXOJH BBISBISIOTCA B
pa3IMYHbIX OpraHax, BKJI04as roJIOBHOM MO3T, I71a3a, KOXKY, CEp/LE, I0UYKH, [IEUYEHB, PEKE B IIPOLIECC
BOBJICKAIOTCSl JIETKHE, SHIOKPUHHAS CHCTEMa U KeNyAOo4yHO-KHIIedHbl TpakT. TC oTHOCUTCS K
HEHPO-KOKHBIM CHHIpoMaM ((akomaTozaM), TPyIHOCTHM JUArHOCTHKH KOTOPBIX CBSI3aHBI C
BBIPKEHHBIM KIMHUYECKUM MOJUMOP(U3MOM U BO3paACT-3aBUCUMBIM JI€OIOTOM CHMIITOMOB.
OcHoBHoi npuunHoil TC sBisitorcst mMyTauuu B onHOM u3 AByX reHo (7SCI umu TSC2),
MPUBOAIINE K TUCHYHKIUM TaMapThHAa WM TyOepuHa — OEIKOB, PEryIUpPYIOUINX KIETOYHYIO
poudepanuto.

Heab: nmpencTaBuTh 0COOEHHOCTH Ae0r0Ta TYOSpO3HOTO CKIIEpO3a y IeTeH.

Marepuajabsl U Meroabl. M3yuen karamue3 6 mnamuentoB 2002-2021 rr. poxaeHus,
HaXOJMBIIMXCS HA cTaliMoHapHOM JedeHuu ¢ quarno3oM TC Bo 2-I'JIKb r. Muncka 3a nepuosa ¢ 2005
mo 2023 rr. [Ipoananu3upoBaHbl BO3pacT 1eOr0Ta 3a00JIeBaHUs, HACICICTBEHHOCTH, XKAJIOOBI H
KJIMHUYECKUE TPOSBICHUS Ha MOMEHT MEepBUYHOro obOpamieHus. OLEHEeHbl MoKa3aTreian OOIIero
aHaJiu3a MO4YM, OMOXMMHYECKOTO aHajiu3a KpOBM, [aHHbIE YJIbTPA3ByKOBOIO MCCIEIOBaHUS
MoueBblenuTensHoil cuctemsl (Y3U MBC), snexrpokapauorpammsl (OKI') u sxokapauorpaduu
(Ox0-KT"). O6paboTtka manHbIX BhImoHEeHA B Statistica 10,0 u Excel.

PesyabTarbl U ux o0cyxaeHue. Bce 6 mamumentoB (u3 6 cemeil) — manpuuku. Bozpact
MAIMeHTOB Ha MOMeEHT aeOrora 3aboneBanus — 4,5 (0,5-10,0) roma. [Ipu u3ydeHun ceMerHOTO
aHaMHe3a YCTaHOBJIEHA OTATOLIEHHAsl HACJIEICTBEHHOCTh M0 JaHHOMY 3a00JieBaHMI0 y | Majibuuka
(mama pebenka c 16 et Habmonaetcs ¢ quarnozoM TC). YV 3/6 nanuieHToB nepBbIMU NPOSBIECHUSIMU
3aboneBanus 6buM M3MeHeHus npu Y3U MBC, y 1/6 — Hapyienue co3Hanus, y 2/6 — cyJOpOXKHbIE
npuctynsl. [lopaxkenue nentpanbHoit HepBHOM cuctemsl (LIHC) auarnoctuposano y 5/6 nanueHToB
U TPOSIBIISIIOCH CYJOPOKHBIMU MpHUCTynaMu y 3/5 neteid, cyOsneHIuMalbHOW TUTaHTOKIETOYHON
acTpPOLUTOMOM —y 1/5 1 pacCTpONUCTBOM ayTUCTHYECKOTO criekTpa —y 1/5. Y 2/6 ManpunKoB Ha KOXKE
OoOHapy>XeHbl THUIIONWIMEHTHBIE IISATHA, SIBIAIOLIMECS OJHUM W3 OCHOBHbIX Kputepue TC.
[TopaskeHue moyek, MpeAcTaBICHHOE KUCTO3HBIMUA 00pa30BaHUSMHU, YCTAHOBJIEHO y 4/6 MaiieHToB.
VY 1 mansunka npu nposeaeHuu Oxo-KI' quarHoctupoBaHa pabpomMHoMa MpaBoro skeiyaodka 0e3
reMoIMHaMHUYecKuX HapyieHui, npu OKI' —y 2/6 neteil BbIsBIEHBI HAapylIEHUs pUTMa (HEMOIHAS
0110Kaa MpaBoi HOXKKHM Myuka ['Mca 1 yacTble npeacepiHble SKcTpacucTosbl). [lokazatenu obiiero
aHaJIM3a MOYH, OMOXMMHUYECKOTO aHaJIN3 KPOBH Y BCEX MAllMEHTOB HA MOMEHT /1€0r0Ta 3a00eBaHMs
Obu B mpezenax peepeHTHbIX 3HaueHUH. Bee manueHTsl KOHCYJIBTUPOBAaHbl TE€HETHUKOM, OJJHAKO
MEJUKO-TEHETHYECKOE TECTUPOBAaHUE TPOBEIECHO TOJNBKO 1 pebenky (oOHapykena mytarus 7SCI
reHa).

BoiBoabl. TyOGepo3Hblii ckiiepo3 BCTpeyaeTcsi B OCHOBHOM y MaJIbMUKOB U MaHU(eCTUpYeT B
Bospacte 4,5 (0,5-10,0) ner pasHooOpa3ueM KIMHUYECKHUX MposBieHUil. HecmoTps Ha TO, 4TO
3a00/IeBaHUE TEHETHMYECKH JIETEPMUHHUPOBAHO, OTITOIIEHHBIM ceMelHblii aHamMHe3 1o TC
yCTaHOBJIEH TOJbKO y 1 manumenta. J{ns OonbimHCTBa Aereit xapakrepHsl naroiorus [THC (5/6) B
BU/JIE CYIOPOXKHOTO cuHapoma (3/5) u n3mMeHeHus B moukax (4/6), 4to moaTBEpKIaeT HEOOXOAUMOCTh
uckmoyenus TC B ciyuae coderanHoro nopaxenuss [ITHC u MBC. Ilpu nepBuyHOM oOpatieHun
noka3atenu OAM u BAK y Bcex manueHTOB B mpezenax BO3PACTHON HOPMBI, OHAKO TpelyeTcs
JUHAMHYECKUM KOHTPOJb, TaK KakKk IIOCTENEHHOE 3aMellleHUEe MapeHXUMbl KHCTO3HBIMU
00pa3oBaHUSMU MPUBOIUT K CHHKEHHUIO MOYEYHBIX (PYHKUIMN M MPOrPECCUPOBAHUIO XPOHUUYECKOM
00JIe3HU MOYEK.
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