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AKTyaabHocTb. bonesnp Bunbcona-Konopanopa (nmamee — BBK) — peakoe
(opdanHoe) reHeTHyeckoe 3a00JieBaHUE, KOTOPOE HACHEAyeTcs IO ayTOCOMHO-
perieccuBHOMY TUIy. ManudecTaius 3a0601eBaHus MPEUMYIIIECTBEHHO HA0II01aeTCs
B Bo3pacte 20 — 30 jeT, HO MOXKET BCTPEYaThCs BO BCEX BO3PACTHBIX Ipynmax. PaHHssg
JMarHOCTUKA W JICUCHHE [al0T IAHC Ha COXPAHCHHE 3J0POBbS, 3HAUYUTEIHHOE
YIy4YIIEHUE Ka4eCTBA KU3HHU.

Heab. IlpoBecTH KIMHUKO-AMArHOCTUYECKOE COINOCTABICHUE W AHAIIN3
OKa3aHWsS MEIUIMHCKOMW MOMOIIM BOEHHOCTYXKAIIMM CPOYHON BOECHHOM CIIY>KOBI,
BOCHHOCIYKAIllUM, MPOXOJAIIMM BOEHHYIO CIIYXKObl 1O KOHTPAKTy, BOCHHBIM
MIEHCUOHEPaM C MPaBOM O0CITyKMBaHHUs (J1ajiee — BOGHHOCTYkatue) 1o nosoay bBK.

Martepuaaslt u Meroabl. OOBEKT HCCIEIOBAaHUS: BOCHHOCITYXAIIHUE
rocriutanuzupoBannbie B 432 'BKMII B 2017-2019 rr. [IpoBeaeH peTpoCneKTUBHBIMH,
C DJJEMEHTaMu IPOCIEKTUBHOIO, aHaiau3 6 CiIy4aeB JUAarHOCTUPOBAHHOIO
3aboneBanusi bBK ¢ okazanneM MeIUIIMHCKON MTOMOIIY B CTAIIMOHAPHBIX YCIOBUSX, B
TOM YHCJI€ U TOBTOPHBbIE rocrnutain3anuu (11 3mru3010B CTaAlMOHAPHOTO JIEYEHUS IO
MEJUIIMHCKUM KapTaM CTallMOHApHBIX TMaIlMeHTOB). B Xoje ucciemoBaHus Takxke
ObUTM M3yYeHBI JaHHBIE aHAMHE3a, COMATO-HEBPOJIOTUYECKOTO OCMOTpa, KIMHHUKO-
uncrpymentranbHoi (MPT, Y3U OBII u ap.) u nabopaTopHOil AMArHOCTUKH (B TOM
YUCJIe - UCCIICIOBAHKE YPOBHS LIEPPYJIOIJIa3MUHA U MEJIU B KPOBH ), OCMOTPOB Bpauei-
CIIEMAIUCTOB; OBUIM HCIOJIb30BaHbl OIIEHOYHBIC IIKAJIbI C IEJbI0 IPOBEIACHUS
JTIMAarHOCTUKH U OTIpeJIeieHUs MPOorHo3a y BoeHHocayxamux ¢ bBBK (quarnoctudeckast
oleHoyHas IKkajga Oojesnm Bunbcona (Scoring system developed at the 8th
International Meeting on Wilson's disease, Leipzig 2001), mporHoCTHYECKUN HHIEKC
oonesnn Bunabcona (New Wilson Index for Predicting Mortality B moaudukarmn
Dhawan et al.)

Pe3yabTartbl. Bo3pact BoeHHoCTyx)amux: oT 19 1o 55 net. Meaunana Bo3pacta
6 nanueHToB ¢ bBK cocrtaBuna 2143 ronma, u3 HUX — 3 BOCHHOCHY KAIIIME CPOYHOM
ciyx0b1 (50%), 1 — BOGHHOCTY>KaIue, TPOXOoasIre ciyk0y mo KoHTpakty (16,3%),
1 — mpusbiBHUK (16,3%), 1 — BOCHHBIN MEHCHOHEP C MPaBOM OOCITyXHBaHUS B 432
I'BKMI] (16,3%). B GonbiMHCTBE CllydyaeB NallMEHThl ObUIA TOCTIUTAIM3UPOBAHBI 10
HampaBJICHUIO Bpaya amOysiatropHoro nentpa — 3 (50%), 2 (33,4%) — o HampaBJICHHUIO
Bpaya BouHCcKoM yactu u 1 (16,7%) BoeHKOMAaTa.
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Cpenssis IIMTENIBHOCTh TOCHUTAIM3AIMU — 25 KolKo-nHed. Ha ocHoBanuu
aHaMHe3a JTUTEIBHOCTh 3a00eBanusa y 3 BoeHHOCHyxamux (50%) coctaBuia ot 5
1o 25 ner.

HaubGonpmuit  ynensHblidi  Bec (67%; n=4) cocCTaBWJIM TAIUEHTBHl C
HEBPOJIOTHYCCKUMHU  TIPOSBIICHUSIMH, W3 KOTOPBIX HAWMOOJBIIMK BEC HMMEIH
TUTNIEPKUHE3Bl BEPXHUX KOHEUHOCTEH, YTO U MOCITYKUJI0 IPUUUHOM J1J1s1 oOpalleHust 3a
MeIUIMHCKOW momompio. Y 2 manueHToB (33%) nmarHo3 ObUI BHICTABICH Ha
OCHOBAHHUH U3MEHEHUN OMOXUMHUYECKOT0 aHAIN3a KPOBH, a TOCIUTAIM3AIMS Obljia 10
npyromy 3abosieBanuto. [lpu yriayOieHHOM (u3nKaabHOM 0O0CIeI0OBaHUM ObLIH
BBISIBJICHBI KOTHUTHBHBIC U TTOBEACHUECKUE paccTpoiicTBa y 2 nanueHToB (33%).

[To pesynabratam MPT I'M Ttonpko y 1 maunuenta (16,7%) BbISBICHBI SIBHBIC
U3MEHEHHSI B TOJIKOPKOBBIX CTPYKTypax TrojJoBHOro mo3sra, metonom Y3U OBII
Tosibko y 1 maruenTa (16,7%) BBISIBJICHBI SBHbIE U3MEHEHUS MEUCHU (XPOHUYECKUN
reraTuT).

VY Bcex NalMeHTOB, KOTOPHIM OBLIO TPOBEACHO HCCIEAOBAHUE KPOBHU Ha
OTpENICNICHUE YPOBHS IEPpPYJIOIUIa3MUHA M OMNPENENICH YPOBEHb MEAW B KpPOBH,
BBISIBJICHO 3HAYMMOE CHIKEHHE TTOKa3aTeNeil.

[To pe3ynpTaram ucciae0BaHus ¢ IPUMEHEHUEM JTHArHOCTHYECKOM mikan bBK
YCTAHOBJICH OJIarONMPUSITHBIN MPOTHO3 JJIsl BCEX MallMeHTOB.

Pe3ynbTaTUBHOCTh ~ PEIICHUSI  AKCIEPTHBIX  BOIMPOCOB: B  OTHOIICHUH
4 mannentoB npoBouiack BBK (66,7%), u3 HuX — 2 BOGHHOCTyKaIllMX TPU3HAHBI HE
TOJHBIMU K JalibHEHIIEeMy TMPOXOXKICHUI0 BOCHHOW Ciyx0e 1o 23 crarbe,
1 BOGHHOCTY>Kaluii — HE TOJICH K BOGHHOU CTy>k0e B MUpHOE Bpems 1o 13 cratbe,
1 BoeHHOCHTY XAl HE TOJICH K BOGHHOM CITy»)0€ B MUPHOE BpeMs 110 59 cTaThe.

BoiBoabI:

1. BoeHHOCHyXalyuM C YCTaHOBJICHHBIM JUArHO30M OoJie3Hb Buiabcona-
KonoBanoBa Oblla OKa3zaHa MEAMIIMHCKAash IMOMOIIb B JOCTaTOYHOM OOBEME B
YCTaHOBJICHHOM TOPSIJIKE.

2. Cpennuii Bo3pact manudecranun bBK y BoeHHOCTyXamux (n=6) cocTaBui
21+3 ropx.

3. HanbGonbmuii yaeasHbId Bec (10 67% ciaydaeB, n=4) COCTaBUIIN MALUEHTHI C
HEBPOJOTUUECKUMH TPOSBJICHUSIMU (B BHUAEC TUIEPKUHE30B M KOOPJIAUHATOPHBIX
HapyILIECHUN).

4. llenecoobpa3HO MNPUMEHEHHUE JMATHOCTHMYECKHX OIEHOYHBIX IIKal |
MIPOBEICHUE MEIUKO-TEHETUUYECKOTO KOHCYJIbTUPOBaHUA BceM nanuentaMm ¢ bBK, a
TaK)K€ WX OJU3KUM POJCTBEHHMKOM Ha amMOyJaTOPHOM JTame s ONpeneieHus
TaKTUKH JICUCHUS] U1 UHAUBUIYaIbHOTO MIPOTHO3A.

5. AxrtyanbHocTh mnpobnembl BBK o0ycnaBmuBaroT 1enecoo0pa3HOCTh
MPOJIOJIKEHUS NU3YUYEHHUS 3HAUUMBIX aCMEKTOB OKa3aHUsl MEAUIIMHCKON TOMOIIM 3TOM
KaTeropuu MalueHTOB.
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