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AKTYyaJIbHOCTh MCCJIeIOBAHUSA: XpOHUUECKas rpanyneMaTo3Has 6onesns (XI'b) — ato nHacnen-
CTBEHHOE 3a00JIeBaHHe, XapaKTepu3yronuecs 1e(peKTHIMA rpaHyIonuTaMu. 3aboneBaHue BCTpeda-
erca y 1 Ha 100-300 ThicSTY HOBOPOXKIEHHBIX. B GonpmmHCTBE citydaeB ne010T 3a001eBaHUS TIPOUC-
XOAUT Ha TIEPBOM TOAY >KU3HH, TOTIA KaK JUArHO3 YacTO YCTAHABIMBACTCS B TCUCHHUE MEPBBIX 5 JET
)kn3HU pedénka. XI'b Hepeako mpoIryckaeTcst B paHHEM BO3pacTe, YTO MPUBOAUT K OTCYTCTBUIO TIPO-
(unakTuku MHOEKIIMOHHBIX U TPAHYJIEMATO3HbBIX OCIOKHCHHM, BEIYIIUX K THKEIOMY TCUCHHIO 3a-
0oJIeBaHUS U COKPAIICHUIO MPOIOIDKUTETHHOCTH KU3HH. [1, 2]

Lesp uccaeq0BaHUsA: U3YUCHNE PAHHUX KIMHUYECKUX MPOSBIICHIH, 0COOCHHOCTEH AHMArHOCTH-
KM, Tepanuu u ocnoxHeHnit XI'b.

MarepuaJjbl 1 METOAbI HCCJIEOBAHUS: aHAIN3 MEIUIIMHCKON MOKYMEHTAINHA S5-TH TAIlHEHTOB
MaJIBiUKOB B Bo3pacTte oT 1,5 mo 15 net, ¢ monTBepkaéHubIM nuarno3oM XI'b, HaxoguBIIuXxcs Ha
oOcnenoBannu u nedenuu Bo Il menunarpuueckom otnenennu CIIGITIMY ¢ 2012 mo 2021 rr.

Pesyabrarel: BrepBoie nuarno3 XI'b Obin mocrasien 3 manuentam. [Ipu mpoBeeHUN MOJEKY-
JIIPHO-TEHETHUECKOTO MCCIIE0OBaHUS y BCeX JeTel Oblia BhisiBIeHa MyTanus B reHe CYBB, xaptu-
poBaHHOTO Ha X Xpomocome. 3a0oJieBaHNe NEeOIOTHPOBANIO HA MEPBOM TOAY KU3HH y BCEX NETEH
(cpenuuii Bo3pact 4 mecsina). CpeHuii BO3pacT MOCTAHOBKH Auarno3a cocrasui 4,2 roga (ot 1 roga
1o 7 net). Co CTOPOHBI KOXKH B IEPHOJIE HOBOPOKICHHOCTH HAOIIONATNUCh THOMHIUYKOBBIE TTOpake-
Hus y 2 neteit. Y 1 manuenta manudecTaius 3a00JIeBaHUs ¢ JUTUTEIbHOM JINXOPaaKoil 0e3 BUAMMBIX
KJIMHUYECKUX CHUMIITOMOB ¢ BbiceBOM B kpoBu Candida guilliermondi u mocienyromum pa3BuTueM
MeHuHTOdHIIepanuTa. Co CTOPOHBI ABIXATEIIBHON CHCTEMBI OCHOBHBIMU HH()EKITMOHHBIMHU TIPOSIBIIC-
HUSMH OBUTH PEIMIUBUPYIONINE THEBMOHUU C TSDKEIBIM M 3aTSKHBIM TE€UCHUEM C (DOPMHpPOBAHUEM
(hnOPO3HBIX N3MEHEHHH B JIETKHX, a Takke AU Py3HbIEC TPaHyIeMaTO3HbIe HHTEPCTHINAIBHBIE H3Me-
HEHHUS B JIETKUX y 3-X manueHToB. CO CTOPOHBI JKEIYTOUYHO-KHUIIIEIHOTO TPaKTa OTMEYAINCH TPOKTHU-
TBI, TAPAMPOKTUTHI, aHAJLHBIC TPEIIUHBI, SHTEPOKOIHUT, MHO)KECTBEHHBIC a0cliecchl nevyenn. M3-3a
PeUUINBUPYIOMINX HHPEKINN BCE NETH UMEJIH CUMIITOMBI O€ITKOBO-DHEPTETHUECKOM HETO0CTATOTHO-
CTH U 33JICPXKKU (PU3UYECKOrO pa3BUTH. Y OOJBIIMHCTBA MAIIMEHTOB UMEJICS OTSTOIEHHBIN CeMe-
HBI aHaMHE3 — CMEePTh OJIM3KUX POJICTBEHHUKOB OT HMMYHOIE(PHUIINTA, POACTBEHHUKH C TIOATBEPIK-
néuabM auarHo3oM XI'b. Bcee manueHTHI monyyand ATUTENBHYI0 aHTHOAKTepUAIbHYIO, TPOTHBO-
rprOKOBYIO ¥ TIPOTHBOBOCTIAIMTEIHLHYIO TOPMOHAJIBHYIO TEPANHI0, 3 MAalMeHTaM ObUTH Ha3HAYeHBI
AHTAarOHUCTHI PEIENTOPOB HHTEpielknHa-1. Tpem manueHtam OblUTa TPOBENCHA TPaHCIIAHTAIIHS
remorodTuueckux cTBoioBbix KieTok (TI'CK) B cnenyromem Bo3pacte: B 1,4 rona, B 7 yiet, B 13 ner.
Bce metn OmaromoiryqHo IepeHEeCIN ONepaIiiio U BEIyT OOBIYHEIN 00pa3 KU3HHU.

BbiBoabI: paHHsS JUarHOCTHKA JAeeKTa UMMYHHOH CHCTEMBbl M Hadaslo Npo(UIaKTHKH WH(pEK-
IMOHHBIX OCIIOKHEHUH MPOTHBOTPHOKOBHIMH W aHTHOAKTEPHUAIBLHBIME IpeNapaTaMyd 3HAYUTEIHHO
yAydlIaeT MpOorHO3 XPOHUYECKOW TpaHyaeMaTo3HON 0oyie3HH ¢ X-CIENJIEHHBIM PEleCCUBHBIM Ha-
CJIeIOBAaHUEM, HO €IMHCTBEHHBIM PaJuKaIbHBIM MeTojqoM Tepanuu sisnsietcs TI'CK, kotopas maet
BO3MOXKHOCTH MaruenTaM ¢ XI'b Ha MOJHOLIEHHYIO KHU3Hb.
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