FACTPOSHTEPONOI A

Cunppom XKunbbepa: coiictBa 6unupybuHa

lFunepbunupybuHemus Aendemca XOpowo U38eCMHbIM COCMOsAHUEeM 8 KJIUHUYeCcKolU npakmuke
epadyeli pasHbix cneyuasbHocmel. Haubosee pacnpocmpaHeHHbIM HAC/1e0CMBEeHHbIM HapyuweHuem
2/1oKypoHu3ayuu 6unupybuHa aensemca cuHopom Xunvbepa (uzsecmHolli makxe Kak 60s1e3Hb
MetineHepaxma). PacnpocmpaHeHHOCmb cuHOpoma cocmasnsiem om 4 00 16% 8 pa3sHbix

nonynayusx [1-9].

C nHgpom Munbbepa — 3T0 JOO6POKAUYECTBEHHOE COCTOAHME,
COMPOBOXAatoLLeecss NOBbIWEHEM MPEeUMyLLECTBEHHO He-
KOHBIOTMPOBAHHOIO (HemnpAmMoro) 6unupybuHa, KOTOpoe TakxKe
Ha3bIBAKOT KOHCTUTYLMOHANIbHON NMEeYeHOUYHON ANCHYHKLMEN» 1
«CeMerHON HereMoNIMTUYECKON »KENTYXOM».

CrHIpom siBnsieTcs pe3yrbTaToM AedeKTa MpomMoTopa reHa, Koau-
pytowero depmeHT ypuanHandochorioKypoHaT-roKypOHO3NI-
TpaHcoepasy 1AT (UGTTAT), oTBeuatoLlyto 3a KOHblorauuo 6unm-
py6ViHa C FioKYpPOHOBOW KACIOTOM.

Y nayneHToB ¢ cMHApoMoM Kunbbepa 06bIYHO OTMEeYalTCa M-
30A4bl NErkon nepemexalowenca »enTyxm 3a cyeT npeumyLye-
CTBEHHO HEKOHDBIOMMPOBAHHON runepbunupybruHemmn. Mexay
ann3ofammn 3aboneBaHne MNpoTekaeT 6eccMnTomHO. Bnepsbie
CUMMTOMbI OObIYHO NOABNATCA B MOAPOCTKOBOM BO3pacTe, Korga
M3MEHEHUA KOHLEeHTpaLuy NosoBbIX CTEPOMAOB BANUAIT Ha MeTa-
6onn3m 6UNMPY6MHA, YTO NPUBOAUT K YBESIMYEHWIO KOHLEHTpa-
LUy 6unnpy6uHa B nnasme [10]. MomMnMo nepemexatoLmxcsa anu-
30[10B NIETKOWN XENTyXU, Y HEKOTOPbIX MOTyT ObiTb Hecrneunduye-
CKMe anobbl, TakMe Kak HefomoraHue, AUCKOMbOPT B XKMBOTe
unu ytomnaemoctb [11].

OpHako cuHapom Kunbbepa cumTaeTca GEeHOTUMUYECKM MpPo-
ABNIEHMEM, @ HE Cepbe3HbIM PAaCcCTPOWCTBOM 13-3a €ro Mosie3HbIX
3bdeKTOB, BKIOYAOWMX AaHTUOKCUAAHTHbIE U VIMMYHOMOZY/N-
pytoLme CBONCTBA HEKOHBIOMMPOBAHHOIO G1NMpy6MHa.

Bunupy6unH Kak aHTMOKCUAAHT

Henpamoi 6unmpy6uH ABnAeTcA MOLWHbIM aHTUOKCUAAHTOM, aK-
TUBHOCTb KOTOPOFrO MOXHO CPaBHWUTb C aHTUOKCUAAHTHbBIM Jeit-
cTBuem ButammHa C n ButamuHa E. B yactHoctu, Henpamown 6u-
nMpy6uH cnocobeH 3awmwatb pocdhonunmabl OT OKUCTIUTENIbHO-
ro nospexiaeHnsa cBOO6OAHbIMU paguKanamu, reHepupyembiMm
nepokcrcomoit [12]. HekoHblormpoBaHHbIi 6unnpybuH sddex-
TUBHO MHTM6UupyeT okmcnenne JIMHM B cbiBOpOTKe KpoBU. ITOT
3¢ddeKT 6bin NoUT B ABaALATb pa3 CuUNbHee, Yem y BUTaMuHa E,
MN3BECTHOrO HelTpanusaTopa cBo6oAHbIX pagukanos [13].
MoOLHbBI aHTUOKCUAAHTHbIN 3G dEKT NPOABNAETCA KNMHNYECKN:
HU3KNIA OBLMIA CbIBOPOTOUHDBIN OUANPYOUH ABAAETCA CUTbHbBIM,
HEe3aBMCKMbIM GAaKTOPOM pUCKa Mlemmnyeckor bonesHn cepaua,
Mo 3HaUMMOCTVM NPUGNVKAIOLMMCSA K YCTAaHOBNEHHBIM GaKTopam
prCKa, TaKNM Kak KypeHue 1 apTepuanbHaa runepteHsuna [14].
O6paTtHana cBA3b Mexay o6LWumM 6UNMpPyOUHOM 11 KOPOHAPHbBIMIK
3aboneBaHMAMYN perynapHo noareep»xaanacb [15-19].

Bunnpy6mnH Kak NUMMyHOMOAYNATOP

TOKCUYHOCTb 3HAUUTENBHO MOBbILLEHHbIX KOHLIEHTPALMIA HEMPSMOTO
6rnMpy6rHa AoNTroe Bpems 3aTMeBasa ero noTeHUMasbHbIe MOSIoXU-
TefbHble 3GGeKTbl. B TO BpeMs Kak BbICOK/E KOHLEHTpaLumM Henps-
MOro 6UnMpy6GMHaA OKa3bIBalOT LIMTOTOKCUYECKOE AENCTBUE, yMEPEH-
HOE MOBbILLEHMe CBA3AHO C IMMYHOCYMNPECCMBHBIMY SbdeKTamm.
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HekoHblormpoBaHHbIN 6UNNPYOUH MOXKET BNUATb Ha GU3Monoruno
CUCTEMbI KOMMJIEMEHTA, COCTaBHYIO YacCTb BPOXKAEHHOIO VMMYHW-
TeTa, B KOHLUEHTpauuax 6nmskmx K ¢usnonormyeckum. Tpuguatb
bepmMeHTOB, KOTOpble YYacTBYIOT B 3TOW peakuuu, 3anycKatTcs
cBA3blBaHNEeM KomroHeHTa C1 ¢ aHTUTenom. Henpamoin 6unupy-
O6UH MHTMOMpPYET KacKag KOMMeMeHTa NyTeM npepbiBaHWsA CBA3bI-
BaHUA KomnoHeHTa C1 ¢ aHTUTenom [20]. CnepoBaTtenbHO, Henps-
MOV 6UANPYBUH, NO-BMAVMOMY, HanpAMYIO BIUAET Ha BPOXAEH-
HbI UMMYHUTET.

Takke OblfIo 3aMeYeHo, YTO HenpAMon 6unupybuH B3aumopen-
CTBYeT C Makpodaramu. HEKOHbIOrMPOBaHHbIV BUANPYOUH UHT K-
6upyet sKkcnpeccuto monekyn MHC Il knacca Ha noBepXHOCTY aH-
TUreHNPEe3eHTUPYIOLWNX KneTok [21-22].

MepexBaT ccTeMbl KOMMIEMEHTA, B3aUMOAeNCTBINe C Makpodara-
MK 1 moandurKauma skcnpeccun MHC Il B 6nunskimx K drsmnonormye-
CKUM CbIBOPOTOYHBIM KOHLIEHTpaUMAM Hemnpamoro 6unupy6uHa

03HAyvaeT, YTo MosieKyna obnafaeT cnocoOHOCTbIO MOAYIMPOBaTb
BPOXKOEHHbIN IMMYHUTET HE3aBUCKMO OT ero LUTOTOKCMYECKOro
OencTeus.

KoHueHTpauua Henpamoro 6unvpy6rHa npu 6onesnn XKunbbepa
peako npesbiwaeT 70 MKMOJIb/M, YTO NO3BONAET NPefnoNOXNTb,
YTO 3TV UIMMYHOCYNpPeccuBHble 3G deKTbl MPOABAAIOTCA Ha YPOBHE,
651M3KOM K Gpr31ONOrnyeckomy.

MHoroumcneHHble nccnefoBaHNA NMOATBEPKAAIOT POJSib HEMPAMO-
ro 6unMpy6rnHa Kak MOLHOrO aHTMOKCAaHTa. Henpsamow 6unupy-
6UH OKa3blBaeT 3aLiMTHOE AeCTBME NPU 3a60N1eBaHMSAX, OQHVIM 13
3BEHbEB B MaToreHese KOTOPbIX BbICTYMAeT OKUCIUTENIbHOE Mo-
BpeXAeHue, HaNnpumep, Npu nwemmnyecko 6onesHn cepaua.
NHpykuma deHoTuna, nogobHoro cuHgpomy Kunbbepa, moxeT
6bITb NONIE3HON CTpaTerveil B KauecTBe JOMOJHeHNA K obLenpu-
HATbIM METOA}aM JIeUYEHUA ayTOVMMYHHbIX 3aboneBaHui.
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Matepuan npuHagnexut OO0 «<MMA«MeparnaMepukay, noboe KONMPOBaHWUE U NCMONb30BaHNE B KOMMEPUYECKUX LieNAX 3anpeLyeHo.
MNpepHa3HaueHO NCKNYNTENBHO ANIA CNeLUManicToB 34paBOOXPaHeHN .

| DIGITAL-DOC.RU | CON-MED.RU |



