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AKTYyaJIbHOCTh UCCJIETOBAHMS: OJIHUM U3 Han0o0JIee aKTyaIbHBIX BOIIPOCOB COBPEMEHHOM e -
aTpUHU SIBJSIETCS paHHEE BBISIBICHHE W HAYAJIO JICYCHUS TeHeTHYeCKUX 3a0oneBanuid. [Ipumepom Ta-
KOTO 3a00IJIeBaHMs SBIISIETCA BPOXKACHHBIN nuckeparos (BJl). Hacnencreennoe 3aboneBanne, xapak-
TEPHU3YIOIIeeCs MPOTPECCUPYIONIEH HEOCTATOYHOCTHIO KOCTHOTO MO3Ta, TIOBBIIIIEHHBIM PHCKOM pa3-
BUTHUS OHKOJIOTHUYECKHX 3a00JICBaHUI M IPYTUMHU COMAaTHYSCKUMH aHoMaiusamu [ 1]. Manudecranus
3a00sieBaHus OOBIYHO POUCXOIUT B mepBbie 10 jet xxu3Hu [2]. PasHOOOpa3ne KIMHUYECKUX MPOSIB-
JICHUH W OTHOCHUTEIBHO pe/Kas BCTpedaeMocTh naHHo# matonoruu (1:1000000) 3HaumTenbHO 3a-
TPYAHSIOT IUarHOCTUKY 3a00JIeBaHUS U YXYAIIAIOT MMPOTHO3 32a00IeBaHMs y MAIEHTA.

Lean ucciieqoBaHusl: MPOAHATM3UPOBATE OCHOBHBIC TPYAHOCTH B JUATHOCTHUKE, OCOOCHHOCTH
KIMHUYECKOM KapTHHBI, YaCTOTY BCTPEUAEMOCTH U OLICHUTH 3(pekTHBHOCTH Tepanuu npu B/ y neteii.

MarepuaJjbl 1 MeTOAbI: HAMU TIPOBEJICH aHAJIHU3 OIyOJWKOBAaHHBIX MarepuaioB Ha temy BJI c
2000 o 2022 rr., peTpOCHEKTUBHBIN aHAIN3 KIMHUYECKOTO Cllyyas MalueHTa oTaesieHus ['actposun-
teposioruu Kimmanku @I'BOY BO CIIBI'TIMY Munsapasa Poccum.

Pesyabrarel: y manuenta X, Mociie MEPeHeCeHHOro B 2 Tojja OCTPOrO CTEHO3MPYIOIIEro JapuH-
rOTpaxenTa MOsIBUIMCH apThl HA CIM3UCTBIX MOJIOCTH PTa, TUCTPO(US HOTTEH, OTMEYaIach 3aJepiKKa
¢uznueckoro pazsutus (3PP), cran yacto 6oners. PeGeHOK HEOAHOKPATHO MOJTy4yasl Kypchl aHTHOAK-
TEpPHUAJIBHBIX IPENaparoB, MCKIIOYAINCh OHKOJOTHYECKHE W MMMYHOAE(QHUIMTHBIE 3a0oieBaHus. B
3 roma IMAarHOCTUPOBAHA TIENIMAKS, COOTIONan Oe3mTI0TCHOBYIO nueTy. Buiepsrie oo0cnenoran B CI10-
I'TIMY B 4 rona, rae crepsa TpakroBasics kak ANCA-accounupoBaHHBIN HEKPOTU3UPYIONIIUI BAaCKY-
JIUT, HO MO Pe3yIbTaTaM KOJOHOCKOIHUHU BBISIBICHO TOTAIBHOE MOPAKEHUE KUILIEUHUKA C TPAHYJIeMaMH,
xapakrepHbiMH Jutst Oone3Hu Kpona. Ha ¢one Tepanuu 6e3 oTYeTIMBON NMOJI0KHUTEIHHON JUHAMUKH, C
BPEMEHHBIM YJIYUIIIEHHEM Ha BBICOKHUX J103aX TIIIOKOKOPTUKOCTEpOoU10B. BrisiBnena mytanuust HLA B51,
4TO HE MO3BOJIIET MOJHOCTBIO MCKIIIOUUTEH Oosie3Hb bexuera. OKOHYATEIBHBIN AUArHO3 OBLI 3aI010-
3PEH U YCTAHOBIICH MOCJIE BBISIBICHUS MPU3HAKOB 3-POCTKOBOM IIUTONEHUH, B CBA3H C YE€M, POBEACHO
TEeHEeTHYECKOE UccieioBaHue, BolsiBieHa myTanuusa B rene DCK1 (nuckepuH, MyTaluu B 3TOM I'€HE BbI-
3p1BatoT X-creruieHHsnid BI). Yeranosnensr bonesns Kpona u nmenmaxusi. PekomeH10BaH mpreM TOTTH-
YeCKHUX CTEPOUI0B (OyIeCOHHU) TepopaIbHO, MHTHOUTOPHI IPOTOHHOM TTOMITEI M COOTIONEHHUE OEe3IITIO-
TEHOBOU J1eThl. [OpMOHaNbHAs 1 IMMYyHOCYIpeccuBHas Tepanus HedddekturHbI(3). EanHcTBEeHHBIN
PaJMKaIBLHBIA METOJT JICYSHHUsI, CIIOCOOHBIH BOCCTAHOBUTH KPOBETBOPCHHE, — AJIJIOTCHHASI TPAHCIUIAH-
tarus koctHoro Mo3ra (Ao TI'CK). [lanueHT npogomKaeT MpoXouTh 3TAITHOE JICUYSHHE B KIIMHUKE.

BoiBoabI: TIIATENBHBIN aHATH3 aHAMHE3a, KIIMHUYECKOH KapTHHBI U Pe3yJIbTaTOB CBOEBPEMEHHO-
TO TEHETHYECKOTO OOCIICIOBAHUS TOJDKHBI OBITH PEMIAOIINMHU B TUATHOCTHUKE BPOXKICHHBIX 3a001e-
BaHUI, B TOM YHCIIe BPOKICHHOIO JUCKEPaTO3a, B COBPEMEHHBIX yCIOBUSIX. BricOKast yacToTa opraH-
HOM TOKCHYHOCTH W Pa3BUTHs BTOPUYHBIX HEOIUIA3HMH JUKTYET HEOOXOIUMOCTh WHIUBUIYaILHOTO
MTOJIX0/1a K JICYEHUIO KaK0TO OOIBHOTO C ATUM 3a00JIEBaHHEM.
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