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2-5 kageopa demckux bonesznell
Benopyccruii cocyoapcmeennwiii meouyunckuil yrusepcumem, 2. Munck

AKTyanbHOCTB. B Hacrosiee Bpems NepBUYHbIE UMMYHOAEDULUTHI 3aHUMAIOT OJIHO U3
BEAYIINX MECT CPEJIU aKTYaJIbHBIX MPOOJIEM COBPEMEHHONH HMMYHOJIOTHHU. DTO CBS3aHO C TSHKECTHIO
Te4eHUs 3a00JIeBaHUs, BBICOKUM MPOLIEHTOM MHBAIUIU3ALMHU U CMEPTHOCTH, a TAKXKE CII0KHOCTBIO
JUarHOCTUKH U JICUEHUS.

Ilesb: akleHTUPOBaTh BHUMAaHKUE Bpadyell B OTHOLIEHWU NMEPBUYHBIX UMMYHOAE(DUIUTOB, B
9acTHOCTH Turiep- Ig M cunapoma, 171si CBOEBPEMEHHOM €T0 THarHOCTUKU U 3 (HEKTUBHOTO JICUCHHS.

Marepuanbl 1 MeToAbl. bpliia npoaHaa3upoBaHa UCTOPUS 0OJIE3HHU NAIMEHTAa C JUarHO30M
nepBUYHBIN UMMyHoAeuuut: runep- Ig M cunapom, CD40L def. [Ins mccnenoBanust Obun
[IPOaHAIM3UPOBaHbI JaHHbIE U3 30 MEIUIIMHCKUX UCTOYHUKOB (MEIUIIMHCKAs KapTa aMOyJIaTOPHOTO
nanenta - ¢opma Ne 025/y, SnHMKpU3bl, KOHCYIBTAaTHBHBIC 3aKIIOUCHHS, PE3YIbTaThI
MHCTPYMEHTAJIBHBIX U JJAOOPATOPHBIX UCCIIEOBAHUI).

PesyabTaTsl m ux obcy:xkaenue. [lamment K., 16 ner, moctymun s oOclieoBaHHsS U
JICYEHHUS B TaCTPOIHTEPOJIOTHUECKOE OTIEIIEHNE C JUArHO30M: KOJIUT HEYTOUHEHHBIN. V13 aHamHe3a
3a00JIeBaHUsl YCTAHOBIIEHO, YTO C OJJHOTO T'oJla KHU3HH Yy MalMeHTa HAOIIOJAINCh YaCThIe ATTH30/IbI
OPU, c Tpex JeT OHM YacTO OCIOXKHSIUCh CUHYCUTaMHU, OPOHXHUTaMM, HAOIIOJAN0Ch 2 31U30/a
octpoii mHeBMOHMH. C IIECTUIIETHETO Bo3pacTa oTMedaroTcst cuMntomsl nopaxenus JKKT B Bune
MEPUOJINYECKOT0 HEYCTOHYMBOIO CTyJla ¢ IpUMechio KpoBHU. Ilpu 3TOM ¢ poxaeHus y peOeHka B
o0lieM aHalu3e KpPOBH OTMEYAlOTCS BBICOKHME 3HAY€HUs SpUTpouuToB (Oonee 6x107°12/m) u
remorio6una (6osee 140 r/i), 4To MOCITYk U0 IOBOIOM AJis 0OciaeloBaHus y remarosora. B nentpe
MEPBUYHBIX MMMYHOJE(UIUTOB HAa OCHOBAaHUM KIMHUYECKUX U J1aOOpaTOPHBIX JaHHBIX ObLI
YCTaHOBJIEH JMarHo3: NepBUYHbIM MMMyHoaeduuuT: runep- Ig M cungpom. Ilo pesynpratam
JIOTIOJTHUTENBHO MPOBEJEHHOTO MOJIEKYJISIPHO - TEHETMUECKOTro 00CiIeI0OBaHUS BBISIBIIEHA MyTallus
CD40L, noarBepauBiias Hanuune X - cuerienHoro HIGM- cunnpoma. HaznaueHo exxemecsqyHoe
MIPOBEJICHNE TAacCUBHOM HMMMYHM3alMU NpernaparaMy HMMYHOIVIOOyinHa uenoBeka. Ha ¢one
3aMecTUTeNbHOM Tepanuu yactotra OPU u 6akTepualibHBIX OCJIOKHEHHH CHU3WIIACH.

BbIBoaAbI: TaHHBIN KIMHUYECKHUI ciyyail 1eMOHCTPUPYETCS C LIeIbl0: 00paTUTh BHUMAHUE
Bpaueil Ha paHHME MPU3HAKU MEPBUYHBIX UMMYHOAE(UIUTHBIX COCTOSHUM y Aerell. B HacTosiee
BpeMsl IEPBUYHBIN UMMYyHOAePUIUT: Tunep- Ig M cunapom odens penkoe 3aboneBanue (1 ciyuait
Ha | MJIH 4esl.), KOTOpPOE MOBBIIIAET PUCK PA3BUTHUS TKENBIX KUZHEYTPOKAIOMUX OaKTepHUaTbHbBIX
ocnokHeHuM uHpekuii. B cBsA3u ¢ 3THM, 1enecoobpa3HO MOAPOOHO aHAIM3UPOBATH
aHAMHECTMYECKHE JlaHHblE M KJIMHUKO - JIabOpaTOpHbIE TOKa3aTead JUIsl CBOEBPEMEHHOU
JMArHOCTHKH 3TOTO COCTOSIHUS U Ha3HAaYeHUsI 3(P(PEKTUBHOTO JIeUeHUs MalleHTaM.

356



