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BOJIE3Hb BWIBCOHA-KOHOBAJIOBA: TEHETUYECKUE ACIIEKTBI,
HONMYJAAIIUOHHAS YACTOTA B PECIIYBJIMKE BEJIAPYCb
Hayunuiit pykosooumens kano. ouon. Hayx, ooy. Kapacésa E. H.
Kagpeopa 6uonocuu
benopycckuii 2cocyoapcmeennwiii meouyunckui ynugepcumem, 2. Munck

bonesnr Bunbcona-KonoBanoBa (BBK) — mHacnenctBeHHoe 3aboieBaHWe, B OCHOBE
KOTOpPOTO JISKUT HapylleHne MeTabonu3Ma MeAW B OpraHu3Me, MPUBOAsAIIEEe K H30BITOUHOMY
HAKOIUIEHWIO MUKPORJIEMEHTA B HEPBHOM U EYEHOYHON TKAHAX, COIIPOBOXKIAOIIEECS JIOKAIbHBIMU
MOPAKEHUSIMU TOJIOBHOTO MO3T'a U MEYEHHU.

[lenpto pabOTBI ABWJIOCH HM3YUYEHUE MOJIEKYJSIpHOTO MexaHu3Mma pasButus bBK,
TFeHETUYECKUX 0COOEHHOCTEH U MOMYSIMOHHON YacTOThI 3a0oeBanus B Pb.

Bcerpeuaemocts BBK B OonbiminnacTBe nomnyisiuii mupa coctaiser 1:30000 uenosek. Tun
HACJIEIOBAaHUSI — ayTOCOMHO-peleCCMBHBIN. YacToTa rerepo3urorHoro HocurenbcTBa 1:90-100.
OcHoBHOU TIprUMHON 3aboneBanus sBisiercs myTtanus reHa ATP7B, xogupyromero AT®-azy 7B
TPaHCIIOPTUPYIOUTYIO Meib. ['eH nokanu3oBaH B no3uuuu 13q14.3, cekBeHupoBaH. BIsBIEHO OKOJIO
300 myramwmii aToro rena. B 6enopycckoit momyssiiuu myTarus H1069G B rene ATP7B cocraBisier
57% Bcex MyTaHTHBIX ajuiened. Myrtamusi ToueyHas: aMUHOKHMCIIOTAa TMCTHIMH 3aMEHSETCA Ha
IJIyTaMUH B nosioxxeHuu 1069.

AT®aza 7B tpancnopTupyeT HOHBI MEJIU U3 KIJIETKHU 3a CUeT dHepruu pacuierienus ATO,
OHa TaKKe TpaHC(HOPMHUPYET anmouepyNIOIUIa3MUH B (PYHKIIMOHAIBHO AaKTUBHBINA IEPYIOILUIa3MHUH,
KOTOphIi BbImensercss B kpoBb. OtcyrctBue AT®da3zpl 7B HapymaeT OcBOOOXKICHHE MEAU U3
TOJIOBHOI'O MO3I'a B KPOBb, U3 KPOBH B JKEJIUb U Jlajiee C KaJOM U3 OpraHu3Ma.

OcHOBHBIM 3BeHOM MporpeccupoBanusi bBK saBisieTcss xpoHnueckass HNHTOKCUKALUs MEbIO.
Tpancnoptusiil 6enok CMT1 nepemeniaer Meb BHYTPb KJIETOK, BCACHIBAIOLIYIOCS U3 YKEIYyI0YHO-
KHUIIEYHOT'O TPaKTa. 3JHAYMTENIbHAsI YacTh MEAM CBS3BIBACTCA C METAJUNIOTUOHEMHOM, a JApyras —
nepemeniaercss B ceTh [onpmku TpancrnopTHeiM Oenkom ATOXI1. BcenenctBue moOBBIIEHUS
KOHIIeHTpanuu Menu B ammapate ['onbmku depmeHT ATP 7A BBICBOOOKIAET 3TOT MUKPOIJIEMEHT
4yepe3 BOPOTHYIO BeHY B neueHb. beraok ATP 7B cBsi3biBaeT Meab ¢ 11epyI0TUIa3MUHOM,  CBOOOTHAS
Meb BBICBOOOXKIAaeTcs B KpOBb. B KOHeYHOM cueTe M30BITOK Meau yaamnsieTcs: ¢ kémupto. Obe
¢bynkuun 6enka ATP 7B mapymensl npu bBK: MukposneMeHT HakarummBaeTcsl B TKaHHM NEYEHH, a
LEepYIOIIa3MHUH MPOJA0IDKAET BBIACNATECA. Kak TONBbKO KOHIIEHTpAIUsl MEIU B TIEYeHU IIpeobaagaet
HaJl KOHIIEHTpaluel OelIKOB, CBA3BIBAIOIIMX €€ 3a cuéT peakuuu DeHTOHa, MIPOUCXOAUT
OKHUCIIUTEIHHOE TOBPEXKICHNE TIEYeHU: BocniasieHue, Gudpo3 u Huppos.

B Pecnybnuke benapycy uccnenoBanuss BBK mpoBoast B PecnyOnukaHckoM HayyHO-
npaktuyeckoM 1eHtpe (PHIIL) «Mate u nutsa» u PHIIL HeBponoruu u Helipoxupypruu. Ilpu
cornocTasiieHnn yacTtoTel ciiydaB bBK ¢ ypoBuem poxagaemoctu (2000-2010 rr.) ycTaHOBIEHO, YTO
yactota BBK B Pb cocrasnser 1:18000 yenosek.

Knuanyeckast kaptuHa BBK otinruarcs mupokum noaumMop@u3MoM 1 4acTo He crennuyiHa,
YTO MPUBOAMUT K TMO3JHEMY pacro3HaBaHUIO Oone3Hu (B cpemHeMm cmycts 10 jer mocrne
BO3HHUKHOBEHHUS MIEPBBIX CUMIITOMOB).

Tak xak BBK MonorenHoe 3a0ojieBaHME€, TO BBISBICHHE T'OMO3MIOTHOI'O HOCHUTENBCTBA
mytauuid H1069G ¢ ncnosiab30BaHUEM MOJIEKYIISIPHO-TEHETUYECKUX TEXHOJIOTUM, TPOBOAUMBIX B Pb,
MO3BOJISIET JUATHOCTUPOBATH MATOJIOTUIO METa00IM3Ma B JOKITMHUYECKON CTaHH.
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