VJIK 616.36
MCXOJIbI BOJIE3HU BUJIbCOHA-KOHOBAJIOBA

KurajannoBa O.A.l, CHJINBOHYHK H.H.l, JlnxaueB C.A.z,
Kuraaouos A.M.3, MeaBegHUK H.B.4, ITaemko I/I.B.z,
I[Mpuasidaiino E.A.S, CuTtHHK F.I[.Z, CocHOBCKHI A.F.G,

TumamoBa B.P.7, Tumko H.X.S, Hlyabra H.A.g, IOauna O.A.lo,
Axy0umnk T.H.?

LI'VO «Benopyccras meduyunckas akademusi noCueOunIoMHO0
00pa3068aHUI
2V3 «PHIIL] Hesponocuu u neupoxupypauu»
VO «I POOHEHCKULL 20CYOAPCMBEHHbIUL MEOUYUHCKUL YHUBEPCUMEN»
Y V3 «Mozunesckas obraemnas 60abHuya»
> V3 «Bopucosckas L{PF>,
° V3 «Munckas o6nacmuaskiinuueckasn 60nbHuya»
"' V3 «lomenvckas 061acmuas KIUHUYeCKAas G0TbHUYa»
V3 «Muncrkas yenmpanbHas patonuas oorvhuya» Konoouwanckas
amoyramopus,
° V3 «9-5 20poocKas KiuHuyeckas oonvruya . Munck»,
PV3«r 0pPOOCKOE namono2oaHamomudeckue 61opo», Munck

bonesns  Buiibcona-Konosanosa (BBK) — HaciencrBeHHoOe
paccTpoicTBO MeTabOIM3Ma MeId, IPUBOASIIEE K HAKOTUICHUIO MEU
B II€YEHHW; JPYTHX oOpraHax M HUX MOBPEXKICHHIO. 3a0oJeBaHUe
oOycnoBneno Mmytauueit ATP7B rena 13-if xpoMocoMbl, Hacienyercs
10 ayTOCOMHO-peueccuBHoMy Ttuily. PacnpocrpanenHocts bBK B
mupe coctapiser 1:30 000. Tak, 1o pacyeTHbBIM JdaHHBIM, B
Pecnybnuke benapych moxHO oxunath okojio 300-350 ciydaes
3a00s1€BaHuUs.

3a0oneBaHre HAaYMHACT Pa3BUBATHCS B MOJIOAOM Bo3pacTe (B
OonpIIMHCTBE ciydaeB OoT 5 go 35 user). KinuHuueckas kapTuHa
OOJIE3HM  OTJIMYAETCS  [IUPOKUM  TMOJUMOPPU3MOM U HacTo
HecnenupUYHa, YTO MPUBOIUT K TO3JHEH TUArHOCTHKE (B CpeaHEM
cnycts 10 yer mociie MOsSBICHUS MEPBBIX CHMITOMOB). IlopakeHue
OCHOBHOTO JIEMO MEAW — TEYCHH — MPOSBIISICTCS T'elmaTOMETalIueH,
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CTEaTO30M, MTOBBIIIEHUEM AKTUBHOCTH aMuHOTpaHcdepas,
XPOHUYECKUM TEMaTUTOM, LUPPO30M, (DyIbMUHAHTHON MEYEHOYHOM
HEJIOCTATOYHOCTBbIO, HO MOXET HMMETh MECTO U OECCHUMITOMHOE
TeueHue. TunuuHeiMu mposiBiiecHusMu bBK sBisitoTcs mopaskenue
HEPBHOM CHUCTEMBbI, TJia3, BO3MOXKHBI TCUXHUYECKHE PACCTPOMCTBA,
rEMOJIMTUYECKAss aHEeMMs, HapyLICHUs] CO CTOPOHBI SHJAOKPUHHOM,
MOJIOBOM CHCTEM U JIpyrux opraHoB. CliaOOBBIpAXKEHHBIM T€MOJIU3
MOKeET ObITh accoruupoBad ¢ bBK, Torna kak mpusHaku nopakeHus
neuyeHu He BbIpakeHbl. bBK MoxeT HaumHathcs B BHJIE OCTPOU
MEYECHOYHON HEI0CTATOYHOCTH, aCCOIMUPOBAHHOMN C T€MOJUTUYECCKOM
aHeMHel C oTpulaTtenbHOM peakimed KymOca U oCTpoil moyedHou
HEJIOCTaTOYHOCTH [6].

Otnanennbld mporuo3 manueHToB ¢ bBK 3aBucur ot panuei
JIMarHOCTUKH, CBOEBPEMEHHOCTH W  HENPEPBIBHOCTU  TEpalluH,
KoMIuTacHTHOCTH marnuenTa. Brewer G.J. et al. (2005). omuceiBaroT
HECKOJIbKMX TMAalUEHTOB, TMOJYYalOIIUX. MEAb-3JUMUHUPYIOIIYIO
Tepanuio, B Bo3pacte crtapuie /0 jer. B .mupoBoil nuteparype
UMEIOTCS TaHHBIE O OOJIbHBIX, COXPAaHUBIINX Ha ()OHE HEMPEPHIBHOTO
JICYCHUS TPYIOCTIOCOOHOCTh B TeueHue 6ojee 30 mer. BenknBaeMocTh
B T€UEHHE OJHOIO roja MOoCJi€ TPAHCIUIAHTALIMU TEYEHU COCTABJISIET
79-87%. Ilpu no3nHe AMarHoCTUKE MPOrHO3 HeOIaronpusTHbIA. bes
JedeHus 3a00JIeBaHUE HEYKJIOHHO ' IIPOTPECCUpYET, TMPHUBOIA K
neTanbHOMY Ucxoay cnycts 5—10-7eT oT MOMEHTa MOSABICHUS MEPBBIX
cumntoMoB. Y 50% { manueHTOB HEBPOJIOTMYECKHE CUMIITOMBI
IPOTPECCUPYIOT MPH . HA3HAYCHUM MEHULWUIAMUHA B KadyeCTBE
HavanbHOM MoHoTepamun. A. Czlonkowska et al. (2005) ormeuaror,
yTO HEKoTopbl€ ‘mamueHtsl ¢ BBK ymuparor paxe Ha ¢one
aJIeKBaTHOTQ, JICUCHUsI, OOJBIIMHCTBO W3 HUX UMEIOT TICUXUYECKUE
HapyIIeHUs, 3T0 Tpedyer Oojee arpecCUBHOM Tepanuu U OoJjee
TIIATeAbHOT 0 KOHTpOJIsl. [IprunHaMu cMepTy OOJBHBIX, KaK MPaBUIIO,
SABJISIOTCS . OCJIOKHEHMS — LUppO3a  Ne4YeHH,  (PyJbMUHAHTHAS
NECYCHOYHAS HEA0CTaTOYHOCTH [4-8].

Leap uccaenoBanus: npoananu3nuposaTs ucxoasl bBK.

Martepuaast u w™metroabl. M3yueno 102 cmnyuas BBK:
oOcienoBaHo 89 maIMEHTOB C YCTaHOBJICHHBIM jJuarozoMm (41
MyKkurHa ¥ 48 xeHIuH B Bo3pacte oT 3 A0 59 ser, menuana (Me) =
32) u npoaHau3upoBaHO 13 CEKIMOHHBIX ciaydaeB (5 MyX4WH H 8
KCHIIMH B Bo3pacte oT 17 1o 63 ner, Me = 25).
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PesynpTaTel 00OpaboTaHbl METOJAAMH  HEmapaMeTPHUUeCKOn
CTaTHCTUKH (MUHUMAJbHBIC U MaKCUMaJIbHBIC 3HAYCHUSI, MEIMaHa) C
MCII0JIb30BaHUEM T1akeTa mporpamm Statistica 6.0.

PesyabTaTel u o00cy:xneaue. BBK wmanudectupoBana B
Bo3pacte oT 1 no 51 roma (Me = 24). Ilpu oOciieqoBaHUU y BCex
MAllUCHTOB BBIABJICHO TIOpAKEHHE IeueHHu. IlopakeHUE TIeUeHH
BapbUpPOBAJI0 OT  HE3HAYMUTEILHOTO  TOBBIIICHUS  aKTUBHOCTH
aMuHOTpaHc(epa3, OunupyOMHA, CHUXKEHUS HPOTPOMOMHOBOIO
uHIeKca W (aKTOPOB CBEPTHIBAHUS KpPOBH 110 (YyIHbMHUHAHTHOM
NEeYCHOYHON HEJ0CTaTOYHOCTU. HeBposorndeckue nposiBiieHUS ObLIH
IPEACTaBICHBl AKCTPANMUPAMUIHBIMH PACCTPONCTBAMH:  MBHIIEYHOM
JTUCTOHUEH, TPEMOPOM TOJIOBBI M KOHEYHOCTEH, HEMpOU3BOILHBIMU
JBIDKCHUSIMUA KOHEYHOCTEH, HApYIIEHUEM MEIKON MOTOPUKH, XOIbOBI
U paBHOBecHs, aAu3apTpueit, nuchonuent, nmucharuenn. Ilcuxuyeckue
IPOSIBJICHUSI BKJIFOYAJIM PACCTPOMCTBA MOBEICHHUS, JEIPECCHIO,
KOTHUTHUBHBIE  paccTpoiicTBa. Y .8 TamueHToB B  J1e0I0TE
JTOMUHUPOBAJIH BHETICUCHOYHbIE MPOSIBJICHUS . HapyIICHUS
MEHCTPYaJIbHOTO ITUKJIA, apTPAJITUH, TUTIOTOHAIU3M U THHEKOMACTHS.

YyuteiBags  moAUMOPGHOCTH . KIMHUYECKUX  MPOSBICHUN
3a00jeBaHMsl, TPaBWIbHBIM JAWAarHo3 cpa3zy ObUIO BBICTABUTH
3aTpyAHUTENBHO. Bpemsi 0T MOMEHTa MOSBJICHUS MTEPBBIX CUMIITOMOB
710 YCTAHOBJICHUSI AUArHo3a B OTAENBHBIX CIIy4asx J0CTUTao 24 Jjer.
Y 9 naunuentoB 3a0oieBanre MaHUDECTHUPOBAIO (PYILMUHAHTHOM
MEYECHOUYHOW HEJOCTATOYHOCThI0O M Yy 6 3aKOHYWIOCH JIETalbHBIM
MCXOJIOM B CHJTy MO3AHEH JUAarHOCTUKU 3a00JIEBaHMUS,

[laniuenTamM, € YCTaHOBJICHHBIM JMArHO30M Ha3HA4aJlach
NaTOTeHETUICCKast Teparnms: 70 MAIMEHTOB MOJTyYasu
NeHUIWJUIAaMUH, 8 — nuHKa cyiabdar u 17/ — KOMOMHAIMIO 3THX
npemnaparoB. JIUTenbHOCTD JieueHus Kojebanach ot 1 mecsma g0 34
aer (Me = 2 roga). 7 manyeHTaM JCUeHHE He TPOBOINUIOCH. DTO ObLIN
ciyqgau Manudectauun BBK  ¢QynbMuHaHTHOW  MEYEHOYHOM
HEJOCTATOUYHOCTBIO (N=4) 3aKOHYMBIIHKECS JICTAJbLHBIM HCXOAOM, W
CTydau TIO3IHETO YCTAaHOBJICHHUS TUArHo3a B TEPMHUHAIBHOM CTaJUH
nopakeauss TmiedeHn (N=3), B KOTOpPhIX OBUIA  BBITIOJHEHA
OpPTOTONMHMYECKAs TPAHCIUIAHTAIIHS TICYCHH,

TpancnanTanus meyeHyn ObLIa BBITIOJIHEHA 6 manueHtam. B
TpeX CiIydasx JUar€o3 ObLT YCTaHOBJICH YK€ B TEPMUHAIILHOW CTaINH
3a00JIeBaHUsI, U Cpa3y K€ MOTPeOOBAIACH TPAHCILUIAHTAIIUS TEUCHU.
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Tpoe apyrux nmanueHToB HAOIIOIAIKCH IO MOBOAY IIUPPO3a MEYEHU B
TeueHue 2-6 ner. HapymieHue oOMeHa MeAu y HHMX C IOMOIIBIO
OMOXMMHUYECKHUX TECTOB TIPU TIEPBOM OOCJIEIOBAHUU HE ObLIO
BBISIBJICHO W JieueHWe Mo noBoay bBK mamueHTsl HE momyyau.
Juarno3 BBK y HuX OblT BBICTaBJE€H TOJBKO TOI/a, Korja ObLIO
OPUHATO  pEIIeHHe O  TpPaHCIUIAHTAllUM  TICUCHH. ITocne
TpaHCIUIAHTAlMKA TedyeHn 1 marueHT ymep yepe3 1 rox (mpuunHa
CMEPTH HEU3BECTHA, BCKPBITHE HE IMPOM3BOJWIOCH), 5 MAIMECHTOB
KUBBI 110 HacTosMIee BpeMs (IIPOIOIKUTEIIBHOCTD KU3HU COCTABIIICT
ot 1 1o 13 ner (Me = 2 rona).

Ha ¢oHe Tepanum ymydrieHue KIMHUKO-Ta00PATOPHBIX W/HITH
HEBPOJIOTHYECKHUX TOKa3aTeel HaOmoaanoch y 47 nmanmdeHToB. Y 3
MalMeHTOB HAOJI0/IaJIOCh IPOrPECCUPOBAHUE HEBPOJOIrHYECKUX U
IICUXHYECKUX paccTporicTB. Ha ¢oHe meueHms I1€IeBbIC ypOBHU
CYTOYHOM SKCKPEIUA MeaH ObLIN JOCTUTHYTHI Y. /0 mamueHToB. Y 6-
TH Ha done IMaTOr€HETUYCCKOU Tepanuu OTMEUECHO
MPOrPECCUPOBAHUE TTOPAKEHUS TEYEHM, M TMALUEHTHI MOCTABJICHBI B
JUCT OKUAAHUS TPAHCIJIAHTAIIMU [ICYCHU.

IIpoBenen ananu3 13 neTanbHBIX MCX00B mMamueHToB ¢ BBK.
XapakTepUCTUKH YMEPIIUX II0 MOy, BO3pacTy MaHU(ecTauuu u
BPEMEHHU JIUArHOCTUKH 3a00JIeBaHMs, BO3PACTy CMEPTH M MPUUYHHAM
JIeTaJbHBIX UCXO0B MPECTABICHBI B Ta0IHUIIC.

Tabmuma 1 — XapakTepucTrka yMepIux 1Mo Bo3pacty MaHudecTaruu
3a00JI€BaHMs, JUATHOCTUKA U CMEPTH, MPUUYUHAM CMEPTEIbHBIX HCXO/I0B

Bo3zpact Bo3pact (Bo3zpact
[IpyumHBI CMEPTH, IO TAHHBIM
[Ton|manudecra-|TuarHOCTUKH, CMEPTH,
ayTOICUU
11U, JIET JeT JET
OTeK U AUCIIOKAIINS TOJIOBHOIO
11 5% 33 33 33 [Mosra. Cunapom
NTUCCEMUHUPOBAHHOT'O COCYAUCTOrO
ceeproeiBanus (JIBC-cunapom)
21K 25 25 25 |/IBC-cunnpom
31K 18 18 18 |ABC-cunapom
OTeK roJ0BHOTO MO3ra.
41 M 20 36 36 [Tpom0O03MOOMs IETOUYHON apTEPUH.
NudapKkT-iHEBMOHUS € ECTPYKIIUEH
5| K 22 23 23 [Orek ngerkux. OTeK roJOBHOIO MO3ra
61 5K 8 17 17 [Iporpeccupyroias rne4eHovyHas
HEJIOCTATOYHOCTh
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Bo3zpact Bo3pact [Bo3zpact
[IpyunHBI CMEPTH, IO TAHHBIM
[Ton|manudecra-|TMarHoCTUKH, CMEPTH,
ayTOICUU
II1H, JIET JeT JIeT
/7| M 26 26 26  He BckpoiBasics
8| M 8 14 18 KpoBoTeueHne u3 BapuKO3HBIX BEH
MUIIEBO/1a
9 M 28 28 63 |[He BckpbIBajics
10| K 22 22 23  |He BckpbiBasics
11| % 19 19 19 OcTpblif pyTbMUHAHTHBINA DEHATUAT
Ha (poHE HHMpPpOo3a MEUCHU
12| K 15 20 27 [Iporpeccupyroias reyeHo4Has
HEJ0CTaTOYHOCTh
13| M 17 35 44 |He BckpbIBaJICA

Bospact wmaHudectanun 3a0o0feBaHUS CpPeau  yMEPIIHUX
cocraBui oT 8 o 33 mer (Me= 18 jer). /luaraos B-2Toi rpymre ObLI
ycTaHoBJeH B Bo3pacte or 14 no 36 ner (Me=23 roma). Cpemu
yMEpPIINX TMalMeHTOB, HE3aBUCHUMO.-OT. BO3pacTa MaHudecTaluu,
BO3pacTta JTMArHOCTUKU 3a00JICBaHMS U MIPOBOJIUMOTO
naToreHeTndeckoro jedeHus 30-IeTHUN pyOex MepeXwin uib 4
nanueHta. Y [/ yMepHiux BpeMs MOSBJICHHUS MEPBBHIX CHMIITOMOB
3a00J€BaHMsl, YCTAHOBJICHUS " JUArHO3a W CMEPTU OrPAHUYMBACTCS
OJIHUM TOJIOM.

[lo pesynbraram” BCKpHITHS HaubOoOse€ YacThIMH MpPUYMHAMU
CMepTH OBbUIM OTEK TOJOBHOro Mmosra u Jjerkux, JBC-cunapow,
nporpeccupyronasi - NEUeHOYHass HEIO0CTaTOYHOCTh, OCJIOKHEHUS
nuppo3a ME4YeHHW, YTO COBMAJACT C pe3yibTaTaMU HaOJIOICHUM
ApyTUX aBTOPOB [4, 6].

BrIBOabI

1. "Ha" ¢one mnaroreHernyeckod Tepanuu y OOJBIIMHCTBA
nammedToB ¢ bBK  gocturaerca mosiokWTENILHAS — IUHAMHKA
KIMHUYECKUX CHUMITOMOB M JlabopaTopHBIX Iokazarened (52,8% wu
78,7%, COOTBETCTBEHHO).

2. B cnyuasx pneGrora 3aboneBaHus ¢ ¢GyIbMUHAHTHON
MIEYCHOYHOM HEAOCTAaTOYHOCTHIO WJIM TIO3JHEr0  YCTAHOBIICHUSI
IUarHo3a  MPOJODKUTEIBHOCTh  JKM3HM — TAIMEHTOB  PE3KO
COKpaIlaeTcs.
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