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Pe3iome. JlanHas ctaThs mpeaCTaBiIsAeT COOOH aHaIM3 TaHHBIX aHAMHE3a, 00BEKTHBHOTO 00CIIe10-
BaHUs, J'Ia60paTOpHBIX U MHCTPYMCHTAJIBHBIX METOJ0OB IUAIHOCTUKHU MMAIUCHTOB C 0ore3nnio Buibcona-
KonoBasoga.

KiarmoudeBble ciioBa: T CIIAaTOJICHTUKYJIApHAas ACrCHEpalusl, JUAarHOCTHKA, KIIMHHUKA, Oose3nb Buib-
coHna-KoHoBanoBa

Resume. This article is an analysis of the data of anamnesis, objective examination, laboratory and
instrumental methods of research of patients with Wilson-Konovalov disease.

Keywords: hepatolenticular degeneration, clinic, Wilson-Konovalov disease.

AkTyaabHocThb. bone3ns Bunscona-Konoanosa (nanee — bBK) — penkoe (opdan-
HOE) IeHeTHYecKoe 3a0oJieBaHUE, KOTOPOE HAClEeQyeTcsl MO ayTOCOMHO-PELECCUBHOMY
tury. ManudecTtarus 3a00jeBaHus IPEUMYIIIECTBEHHO Habmomaercs B Bozpacte 20 — 30
JIET, HO MOKET BCTPEYAThCSA BO BCEX BO3PACTHBIX IpyInax. PaHHSS IMarHOCTHUKA U JICYEHUE
JAIOT IIAaHC Ha COXPAHEHHUE 370POBbsl, 3HAUUTEIILHOE YIYUIIEHUE KAYECTBA KU3HHU.

Heab: IIpoBecT KIMHUKO-IUArHOCTUYECKOE COIMOCTABJICHUE W aHAIU3 OKa3aHUS
MEUITMHCKON TTOMOII BOEHHOCITYKAIIUM CPOYHON BOCHHOM CITY»KOBI, BOGHHOCITYKAIIINM,
MIPOXO/ISIIIIAM BOSCHHYIO CITY>KOBI TT0 KOHTPAKTy, BOSHHBIM IIEHCUOHEPaM C MPaBOM O0CITy-
KUBaHUs (Hanee — BoeHHocHyxalue) mo noroay bBK.

3axaun:

1. IIpoBeCTH KIMHUKO-IUAarHOCTHYECKOE COMOCTABIICHUE U aHAJIM3 OKa3aHUs MEIU-
IMHCKOM MOMOIIY BOCHHOCTYk)aum 1o nosoxy bBK.

2. O1leHUTh 3HAYUMOCTh BaKHEUIIMX ACMEKTOB OKAa3aHUs MEIUIIMHCKOW MOMOIIH
npu bBK - kIuHHUKO-aHAMHECTUUECKUX U MHCTPYMEHTAJIBHBIX JTAHHBIX, a TAKXKE BO3MOXK-
HOCTEW MEINKO-TEHETUYECKOW TUArHOCTUKU, TPOJIOKUTEILHOCTH U TIMHAMUKH KIIMHUYE-
CKHX TMPOSIBIICHUI, CBOEBPEMEHHOCTH T'OCIIUTAIN3ALNH U IPOBEICHUS).

3. BoisiBUTH IpOo0OIIEMHBIE BOITPOCHI OKa3aHUsI MEAUITUHCKON TTIOMOIIH C 1ETBI0 ONTH-
MU3AIH TPOBEICHUS JIeUeOHO-TMATHOCTHIECKUX MEPOTIPHSTHIA.

MarepuaJjibl u MeToaAbl. OOBEKT UCCIICIOBAHUS: BOCHHOCTY KAIUE TOCTIMTATA3HPO-
Ba"Hbie B 432 'BKMII B 2017-2019 rr. IIpoBeaeH peTpOCNEKTUBHBIN, C 3IEMEHTaMU IPO-
CHEKTUBHOTO, aHAIN3 6 cllyyaeB AMarHOCTUpOBaHHOTO 3aboneBanust BBK c okazanuem me-
JULAHCKON MOMOIIM B CTALIMOHAPHBIX YCIOBUSX, B TOM YHCJIE€ U MIOBTOPHBIE TOCTIMTAIN3A-
1y (11 3M130/10B CTAIMOHAPHOTO JICYEHUS 110 MEIUIIMHCKUM KapTaM CTAallMOHAPHBIX Ma-
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LMEHTOB). B X01€ uccnenoBanus Takxke ObUIM U3yYEHBI JaHHbIE aHAMHE3a, COMATO-HEBPO-
JIOTUYECKOTO OCMOTpa, KiInHUKo-uHcTpymeHTanbHo (MPT, Y3U OBII u np.) u nabopa-
TOPHOW JAMArHOCTUKHU (B TOM YHCIIE - HCCIIEIOBAHUE YPOBHS LIEPPYJIONIa3MUHA U MEJIH B
KpOBH), OCMOTPOB Bpayeil-CleMaliCcTOB; ObLTM HCIOJIb30BaHbl OILICHOYHBIEC IIKAJIBI C I1e-
JIBIO MIPOBEJICHUS TMarHOCTUKHU U OMpEeIeNICHUsI MPOTHO3a Y BoeHHocHyxanux ¢ bBK (au-
arHOCTHYECKas OIICHOYHas IiKaa 0ose3nu Bunbcona (Scoring system developed at the 8th
International Meeting on Wilson's disease, Leipzig 2001), mporHocTU4YeCKHii HHAEKC 00-
ne3uu Bunscona (New Wilson Index for Predicting Mortality B moaudukaiun Dhawan et
al.)

Pe3yabTarhl M uX 00cy:kaeHue. Bozpact BoeHHOCHy:xamux: ot 19 go 55 ner. Me-
nuana Bo3pacrta 6 manueHToB ¢ bBK cocraBuia 2143 roga, u3 Hux — 3 BOGHHOCTYKaIue
cpouHoil cimyk0b1 (50%), 1 — BOoeHHOCIyXXalllhe, MPOXOASIINE CIYX)Oy MO KOHTPAKTY
(16,3%), 1 — mpussiBHUK (16,3%), 1 — BOCHHBIH IEHCHOHEP C IPABOM O0CTYKHBaHUS B 432
I'BKMI] (16,3%) (Puc. 1). B 00oabpmMHCTBE CilydyaeB MAlMEHThI ObLIU IT'OCUTATU3UPOBAHBI
10 HaIpaBJICHHUIO Bpaya aMOysaropHoro mnentpa — 3 (50%), 2 (33,4%) — mo HarpaBICHHIO
Bpaya BouHckou yact u 1 (16,7%) Boenkomarta. (Puc. 2). Cpeansisi JIUTEIBHOCTh TOCTIH-
Taau3aiuu — 25 Koitko-aHe. Ha ocHoBaHMM aHaMHe3a JJIMTEeTbHOCTh 3a00JIeBaHUs Y 3 BO-
enHociyxamux (50%) cocraBuia ot 5 10 25 ner.

= BoeHHOCHYAalINE CPOHHOIM
’ BOCHHOI CTY/KOBI
* BoeHHOCTYKamme
KOHTPAKTHOI CIYKObI
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Puc. 1 - Pacnpez[eﬂeHI/Ie BOCHHOCITYKaIllUX I10 KaTCropruiam

16,7%

Bpad B/Y (n=2)

® Bpa4y All (n=3)

® Boenkomar (n=1)

Puc. 2 — 'ociuranu3upoBaHbl IO HANPABICHUIO

HauGonbmuii ynenbHbil Bec (67%; n=4) cOCTaBUIIN MAIUEHTHI C HEBPOJIOTUYECKUMHU
MIPOSIBIICHUSIMU, U3 KOTOPBIX HAUOOJIBIITNI BEC UMEJIM TUIICPKUHE3BI BEpXHUX KOHEYHOCTEH,
YTO W MOCTYXHUJIO IPUIMHON SISl OOpaIieHHs 32 METUITMHCKON MTOMOIIBI0. Y 2 TAaIlUeHTOB
(33%) auarHo3 ObUT BHICTaBJIEH Ha OCHOBAHUM W3MEHEHUN OMOXMMHUYECKOTO aHaIM3a
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KpOBH, a TOCTIUTAIM3aIns Oblia 1Mo apyromy 3adoneBanunio (Puc. 3). [1pu yroybnennom du-
3UKAJIBHOM 00CIIeZIOBaHUY OBUTH BBISIBJICHBI KOTHUTHBHBIC M TTOBEICHYECKHE PACCTPOICTBA
y 2 nauueHnTtoB (33%).

Hepponoruyeckue W3MeHeHns XpOHUYECKUII TeMaruT o
nposBieHns (n=4) OMOXMMUYE CKIX nauapM Y3U OBII (n=1)
nokaszareseit (n=2)

Puc. 3 — [IposiBnenus 3a0oseBanus Mo cucteMam

I[To pesynpratam MPT I'M tonpko y 1 nanuenta (16,7%) BbISIBICHBI IBHbIE U3MEHE-
HUS B IOJKOPKOBBIX CTPYKTypax rojaoBHOro mosra, meroaom Y 3M OBII Tonbko y 1 manu-
enTa (16,7%) BbISBIICHBI IBHBIE U3MEHEHHUSI IEUEHU (XPOHUYECKUI TeNaTHT).

VY Bcex malnMeHToB, KOTOPHIM OBLJIO MPOBEACHO MCCIEA0BaHNE KPOBU Ha Ompeerie-
HUE YPOBHS LIEPPYJIOIUIa3MHUHA U ONIPEAEIIEH YPOBEHb MEIU B KPOBH, BBISIBJICHO 3HAUMMOE
CHW)KEHUE TOKa3aTelen.

[To pe3ynpTaTaM UCCIEI0OBAHUS C TPUMEHEHNEM AuarHoctuyeckoil mkan bBK ycra-
HOBJIEH OJIarONpHUsATHBIN NPOTHO3 AJis Beex nauueHToB (Puc. 4 u 5).

M [[airieHTHI
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Puc. 4 — Pe3ynbrarhl HCNIOJIB30BAHUS JUArHOCTUYECKOM O1leHOUHOM 1iKaisl BBK
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Puc. S5 — Pe3ynbTaThl HCIIOIB30BaHUS MPOTHOCTUYECKOM OLIEHOUYHOM mmiKaisl bBBK

Pe3ynbTaTUBHOCTh PENIEHUSI IKCIIEPTHBIX BOIMPOCOB: B OTHOLIEHHH 4 MAIlMEHTOB
nposojuiack BBK (66,7%), u3 HuX — 2 BOGHHOCTY>KaIllUX MPU3HAHBI HE TOJIHBIMU K JaJib-
HeHIeMy MPOX0KICHUIO BOCHHOU CiTy»0e 1o 23 ctathe, | BOGHHOCTYX a1l — HE TOACH K
BOEHHOMU cityx0e B MUpHOE Bpems 1o 13 cTaThe, 1 BOGHHOCTY X aIUil HE TOJEH K BOCHHOU
ciy>k0e B MUpHOE BpeMmsi 1o 59 crathbe.

BoiBoabI:

1. BoeHHOCTY>KaIllMM € YCTaHOBJICHHBIM AUarHo3oM 0osie3Hb Bunbcona-KonoBanosa
ObLJIa OKa3aHa MEIUIIMHCKAs! TOMOIIh B JOCTATOUHOM 00OBEME B YCTAHOBIICHHOM TMOPSIJIKE.

2. Cpennwuii Bo3pact manudecranmmu bBK y BoenHOCTY)amux (n=6) coctaBui 21+3
TO/I.

3. HaubGonpmmii ynensHbI Bec (10 67% ciydaeB, n=4) COCTaBWIM IMAIMEHTHI C
HEBPOJIOTHYECKUMU TMPOSIBJICHUSIMU (B BUEC THIEPKUHE30B U KOOPAUHATOPHBIX HApYIIIe-

4. IlenecooOpa3HO MPUMEHEHHE TUATHOCTUYECKUX OIICHOYHBIX IITKAJ U MPOBEIACHHUE
MEJIUKO-TeHETHUECKOT0 KOHCYIbTUpOBaHus BceM marreHTam ¢ bBK, a takke ux 61m3kum
POJICTBEHHHKOM Ha aMOyJIaTOPHOM dTare JJIsl ONPEACIICHUS TAKTUKHU JICUEHUS U UH]IUBH-
IyallbHOTO MPOTHO3A.

5. AxtyanbHocTh nTpo6sieMbl BBK 00ycnaBiuBaroT 1ienecoo0pa3HoCTh MPOJ0JKEHUS
M3YUYCHHS 3HAUUMBIX aCTIEKTOB OKa3aHUsI MEIUIIMHCKON MOMOIIY ATOM KaTeropuu MalueH-
TOB.
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