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AxTyanabHocTb. CuHIpoM AJbIOpTa — IeTEPOreHHOE, HACIIEACTBEHHOE 3a00JIeBaHUE,
XapaKTepU3yoLeecs yIbTPACTPYKTYPHBIMUA U3MEHEHUSAMHU TIIOMEpPYJIIpHOI Oa3anbHOH MeMOpaHsl,
KIMHUYECKH UMEIoIIee pa3Ho00pa3HbIe NPOSBICHUS — OT U30JMPOBAHHOTO MOYEBOTO CHUHAPOMA 0
HE(PPOTHUYECKOTO CHHJPOMA U HEPEIKO acCOLMUPYIOLIEECs C CEHCOHEBPAJIbHOM IIIYXOTOH M Hopa-
KEHHEM opraHa 3peHus. 3a0ojeBaHHE HACIEeAyeTcs 0 JOMUHAHTHOMY THITY, CHEIUICHHOMY C IO-
J0M. MyTaHTHBIH I'eH CBA3aH ¢ X-XPOMOCOMOM, YTO MOXKET OIpEeleIATh Oolee TSHKEI0e TeUeHHe
3a00JIeBaHUs Y JIUI] MY>KCKOTO ToJia. ['eneTnueckas ocHoBa 00JIe3HM —MyTaIysl B IENH KOJUIareHa
IV tuna. OTOT THI yHHBepcajeH A 0a3albHbIX MEMOpaH MOYKU, KOXJIEAPHOTrO amrmapara, Karcy-
JIbl XpyCTaJIMKa, CETYATKU U POTOBULIBI IJ1a3a, YTO JOKA3aHO B MCCIIEOBAHMUSIX C UCIIOJIb30BAaHUEM
MOHOKJIOHQJIHBIX aHTHUTEN MIPOTUB 3TON (hpaKIMU KOJIIAreHa.

Leab: ycTaHOBUTH XapakTep MOP(}OIOTHYECKUX U3MEHEHHH MpU CUHApOME AJbIOpTa
y JIeTeN.

Matepuaa u Meroabl. HeppoOHorncun 18 mamueHToB ¢ CHHAPOMOM AJIBIIOPTA, KOTO-
pBIM OBLTO MPOBEAECHO OKpPALIMBAHUE MpEnapaToB IeéMaTOKCHIIMHOM U 303MHOM, IO MacoHy, 1o
MSB, peaktuBom Iludda, a Takke IMMYHOTUCTOXMMHUYECKH C TPUMEHEHHEM AaHTHTEN K UMMY-
HornoOynuHam A, G, M u C3, Clq ¢pakuusam KOMIIJIEMEHTa U 8 MallMeHTaM — C TIPUMEHEHUEM aH-
TuTen K 03 1 05 cyOpeauHunam kojutareHa |V tuna.

Pe3yabTaTsl 1 00cyxnenne. [TaiueHTsl ¢ AMArHOCTUPOBAHHBIM CUHJIPOMOM AJIbIIOpTa
ObUIM B BO3pacTHOM jauanazone oT 4 no 18 ser. KimMHUYeCKMMU MPOSBICHUSAMHU CHUHIpOMA AJlb-
nopta y 89% aereil Obli1 M30JIMPOBAHHBIM MOYEBOW CHHIPOM C TeMaTypHel, Wi ¢ reMaTypuen u
nporeunypueil; B 11% ciydaeB nMen mMecto HEPPOTHUECKUM CUHAPOM. 78% MalMEeHTOB MMENIH
OTATOLLEHHYIO HACJIEACTBEHHOCTh IO MATOJOIMM MoYeK. Y 22% nerell Ha MOMEHT IPOBEICHUS
He(poOuoNCcHN BBISIBICHBI NMPU3HAKU XPOHUYECKOM MOYEUHOH HenocTtaToyHocTH. Mopdomnoruye-
CKU B OousbiMHCTBE citydaeB (83%) oOHapyxkeH aud@y3Hblid uiau (HoKaabHbINA, ITOOANBHBIA UITH
CerMEHTapHbIN Me3aHruonposndepaTuBHbINA riaoMepyiaonedput. ¥V 17% nanueHToB BbISBICHHbBIE
U3MEHEHMsI  paclieHeHbl  Kak  (DOKaJbHO-CETMEHTapHbI  riomepyiockiepo3.  TyOyio-
MHTEPCTULIMANbHBIE M3MEHEHMsI BKJIIOYAIM OOHAapy)KEHHbIE BO BCEX CIIydasiX IEHUCTBIE KIIETKU
OJIMHOYHBIE U c(hOpMUPOBaHHbBIE B BUJIE€ KJIACTEPOB B UHTEPCTULIMHU M B KaHAJIbLAX, B 39% ciydasx
— 0YaroBbId MEXYTOUHBIM CKIIEpO3 ¢ aTpodueil kaHaubleB, B 28% ciayyaeB — 04aroBoe MeKyTOY-
HOE€ BOCIIAJIEHUE Pa3HOW CTENEHU BBIPAXKEHHOCTU. IIpM MIMMYHOTHCTOXMMHHU B OOJIBLIIMHCTBE CIY-
gaeB (61%) sxcrpeccust ummyHoriooynuHoB A, G, M u C3, Clq ¢pakmuii KOMIUIEeMEHTa OTCYT-
cTBoBana, B 33% ciiyuaeB BbIABIEHA dKcIIpeccuss UMMyHornooynuHa M, B 11% ciydaeB — skcrnpec-
cust uMmMmyHornooynmuaa M u C3, Clq dpakuuii koMmiemenTa. Y 8 malueHToB, KOTOPBIM MPOBEJIe-
HO MMMYHOTHCTOXMMHMYECKOE HCCIIEIOBAHUE C MPUMEHEHHEM aHTHTEN K 03 U a5 cyObeauHHuIIaM
kotareHa |V Tuma, BBISIBI€HAa TeTEpPOr€HHOCTh MMMYHOTMCTOXMMHMUYECKOTO OKpalllMBaHUS — OT
MIOJTHOT'O OTCYTCTBHSI IO COXPaHEHHs 00erX CyObeIMHUII.

BoiBoabl. CungpoM Anbrnopra B OOJBIIMHCTBE CIy4YaeB KIMHUYECKH MPOSBISETCS
M30JIMPOBaHHBIM MOYEBBIM CHHIPOMOM C T'€éMaTypuUel WM € reMaTypued W NpOTEeHHYpHUEH, MOp-
(b OJIOTUYECKU — ME3aHTHONPOIH(EepaTUBHBIM TIIOMEPYIOHEYPUTOM C HATUYUEM MEHUCTHIX KIIETOK
U OTCYTCTBHEM OJKCIpeccMd MMMYyHOrnoOynnHoB A, G, M u C3, Clq ¢pakumii KoMIIJIEMEHTa.
BonpmMHCTBO A€TEN ¢ JaHHBIM CUHAPOMOM MMEIOT OTATOLEHHBIN aHAMHES.
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