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Beenenue

CungpoM AnbHopra — TETEPOreHHOE HAcJeICTBEHHOE 3a0o0sieBaHUEe, KIMHUYECKH
IPOSIBIISIOLIEECS] U3MEHEHUSIMM B aHAIW3€ MOYM (TeMaTypusi, MPOTEUHYpPUs) B COUYETAHUM C
MopaXeHUEeM OpraHa ciyxa u 3peHus. [ 'eneTuueckasi OCHOBa OOJIE3HU - MyTallMsl B TeHE KoJllareHa
IV Tuna.

ean uccaenoBanusi

JlaTh TeHeaNorn4ecKylo, KIMHUYECKYI0 B MOP(OIOTHYECKYIO XapaKTEPUCTUKY CHHIPOMA
AnpniopTa y etei, BBIABUTh IPUUMHY MaHU(eCcTalluy JAHHOTO CUHIPOMA, OLIEHUTh UCXO/.

Matepuanbl 1 MeTOABI

Nzyuen katamue3 30 ManyueHToB ¢ CHHAPOM AJBIIOPTA, HAXOAUBUINXCS HA CTAIMOHAPHOM
neyeruu B Y3 «2-I'IKby.

Pesyabrarsl

[Ipy ouLEeHKe TIeHEeaJOoruYecKkoro aHaMHe3a MPeaNoNoKeHbl X-CLEMJICHHBIH TUI
HacnenoBanus y 27 nanuento (90%), ayrocoMHo-penieccuBHbIN y 3 matrenToB (10%) .Y Bcex
30 mauMeHTOB CEeMENHBIM aHaMHE3 OTAroUleH Mo 3a0osieBaHusAM - Touek. CpeaHuil BO3pacT
MaHudecTanuu 3adoneBanus 3,7 JeT; Ha MOMEHT IOCTaHOBKH JAMarHo3a - 6 net. Y 27 naiueHToB
(90%) wmanudecranus 3aboneBanusi CBsizaHa c < mepeHecenHoi OPU.  Kinumanveckumwu
MPOsIBICHUSIMU cUHApoMa Ajbriopta y 26 (86,6%) nalMeHToB ObUT M30JMPOBAHHBIN MOUYEBOI
CUHJIPOM B Buje reMarypuy; y 4 nauuenros (13,4%) coueranue remaTypuu U NpOTeUHypuu. Y 2-
X manueHtoB (6,6%) MYKCKOro mojia BBISBIIEHA COITYTCTBYIOIIAs MATOJOTUS OpraHa CiyXa.
Hannpie BAK 27 mamumentoB (90%): cpeanuit ypoBeHb KpearnHuHa 58,89+13,1 mMKMomb/m,
moueBuHbl 4,6+1,37 mmons/n, CK® no [lBapuy 80.8 mu/mun/1,73M2, 4TO COOTBETCTBYET
BO3pacTHbIM HopMaM. Y 3 manueHToB (10%) BeisiBiensl npusHaku XIIH (cpennuii ypoBeHb
KpeaTHHHHAa cocTaBun 293,46 mxmonw/Ja, MmoueBuHbl 11,9 Mmonbs/n, CK® mno IlIBapuy
22,67mn/mun/1,73M2. Tlo nanubiM 15 HedpobOuomncuit y 13 (86,6%) mauneHTOB BbISBICHbI
U3MEHEHUs, XapaKTepHble JJii Me3aHruonponrdepaTuBHOro riomepynoHedputa, y 2 (13,4%)
MAIMEHTOB MpU3HAKH (b oKanbHO-CETMEHTAPHOT O TJIOMEPYJIOCKIIepO3a.
TyOynouHTEepCTHIIHATLHBIE U3MEHEHUSI MPEACTABICHBl €IUHUYHBIMU «IIEHUCTBIMUY KIETKAMU
WIM HUX KJIacTepaMH, PACIOJIOKEHHBIMH B MHTEPCTHMIMM W KaHamblax. [lpm UI'X: y 9
nanueHToB(60%) He BbIsiBIeHO dkcnpeccun IgA, G, M, C3 u Clq, y 4 mauuentoB (26,6%)
BbIsIBJIeHA skchpeccus IgM, y 2-x mammentoB (13,3%) skcnpeccus IgM, C3 u Clq. V 4
NalMEeHTOB, KOTOpbIM mnpoBeneHo MI'X ¢ mpumeHeHue aHtuten K 03 U 05 cyObeIuHHUIIAM
kosutaresa |1V tumna, BBISIBJIEHO OTCYTCTBHE SKCIIPECCUU Y 3 MAIIMEHTOB, HATMYKME SKCIIPECCHH Y 1
MAIUEHTOB.

BriBoabl

YeranoBieHo npeoOnagaHue X-CHEIJIEHHOrO TUIA HacleloBaHHs — y 27 MalueHTOB
(90%). Ot momenTta manudecramuu nocie nepeHecennoit OPU (y 27 (90%) manmueHTOB) 110
IIOCTAaHOBKHM JIMarHo3a MpOXOAWIO B cpeaHeM 2,3 roga. OCHOBHBIM KIIMHUYECKUM MPOSBIICHUSM
ObLTH M3MEHEHHs B aHAIM3aX MOYM B Buje reMarypuu (y 26 (86,6%) manueHnToB), y 2-x (6,6%)
NAIMEHTOB BBISBJIIEHO COYETAHME MOUYEBOI0O CHHApPOMA C IOpakeHUe opraHa ciyxa. [lokasarenu
BAK B mpenmemax BospactHoi HOpMBI y 27 mamueHtoB (90%). YV 3 mammentoB (10%)
muarHoctupoBana XIIH, uyto motpeGoBanmo mpoenenust I13T; B mocnenyromeM JaHHBIM
nanueHTaM Oblia BBIMOJIHEHA YCIIEIIHAs TPaHCIUIAaHTAIHS TTOYKH.
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