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Pe3iome. B craThe mpencraBieHbl cBeeHUsST 00 aKTyaJbHOCTH OKa3aHHS MOMOIIM MAlMEHTaM C
00JIE€3HBIO BI/IJ’IBCOHa-KOHOBaJ'IOBa, a TaKKC IpCACTABJICHBI PE3YyJIbTAaTbl IMMPOBCACHHOTIO KIIMHHUKO-
JAUArHOCTHUYCECKOI'O COIIOCTaBJICHUA, aHalll3a OKa3aHUuA MGI[PIHPIHCKOfI ImoMomu BOCHHOCIIYKallluM C
YCTAHOBJICHHBIM  TUAIrHO30M «bone3np BI/IJ’IBCOHa-KOHOBaJ'IOBa», a TaK¥XeE HeHeCOO6pa3HOCTI/I
HCIIOJIB30BAHHUA OLICHOYHBIX HIKAJI C LHEJIBIO OMPCACIICHUA IPOrHO3a U KIIMHUYCCKUX oco0eHHOCTEHN y STOH
KaTeropHuH MalMeHToB (IHarHoCTHYEeCKas OlleHOYHas iKaja 0one3Hu Bubcona (Scoring system develope
datthe 8th International Meetingon Wilson's disease, Leipzig 2001), nporaoctudeckuii UHaEKC O0IE3HU
Bunscona (NewWilson Index for Predicting Mortality B Monudukauun Dhawanetal).

KuaroueBble ciaoBa: O6one3nb Buibcona-KoHoBanmoBa, remnaTojJeHTHKYJIApHAs JereHeparus,
AWAardoCTHKa, KJIMHHUKA.

Resume. The article provides information on the relevance of providing care to patients with
Wilson-Konovalov disease, as well as the results of a clinical and diagnostic comparison, analysis of
medical care for military personnel diagnosed with Wilson-Konovalov disease, expediency of using
evaluation scales to determine the prognosis and clinical features in this category of patients (diagnostic
evaluation scale of the disease Wilson's disease (Scoring system develope datthe 8th International
Meetingon Wilson's disease, Leipzig 2001), the prognostic index of Wilson's disease (NewWilson Index
for Predicting Mortality modified by Dhawanetal).

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

AkTtyajabHocTh. bonesnr Bunbscona-KonoBasioBa (nmamee — BBK) — penkoe
(opdanHoe) reHeTHUeckoe 3a0oyieBaHWE, AJII KOTOPOTO XapakTepHa MaHudecTarus
IPEUMYIIECTBEHHO B Bo3pacte 20-30 JieT, HO MOTYT BCTPEYAETCS MEPBBIE KIMHUYECKUE
MPOSIBJICHUSI W B WHBIC BO3PACTHBIC TMEPUOABL. AKTYyalbHOCTh JAaHHOW TIPOOIEMBI
o0OycnoBeHa TpyaHOCThIO auarHocTuku bBK Ha panHuX 3Tamax pa3BuTHs 3a00JIeBaHUS,
YTO UMEET PEUIAIOIIECE 3HAYEHUE ISl COXPAHEHUs 310pOBbs naueHToB ¢ bBK, a no3auee
BBISIBJICHUE, MOXKET CTaTh MPUYUHON paHHEH WHBATUIHOCTUA W THOETU 3TUX MAI[UCHTOB B
MOJIOZIOM BO3pacTe.

BMmecte ¢ TeMm, 3HAUMMOCTb COBPEMEHHBIX METOJ0OB MOJIEKYJSIPHO-TEHETUYECKOTO
oOcnenoBanus Ay paHHed quarHoctuk bBK, uMeer orpannyeHust B CBSi3U C IIUPOKUM
criektpoM MyTanuii reHa ATP7B u ux pa3nuuHbIMU COYETaHUSMHU. B CBSI3M C 3TUM,
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BO3MOKHOCTb HCIIOJIb30BaHusA B MpakTthueckoil aearenpHoctn JIHK-ananusa B kauectBe
OCHOBHOTO JHAarHOCTHYECKOTO KpPHUTEpPHUS OTOro 3aboJjieBaHMsl orpanmueHa. [loatomy
nuarHoctuka BBK ocymiecTBisieTrcss mpeMMyIIECTBEHHO IO JAHHBIM JIa0OPaTOPHBIX
MCCIICIOBAHUI M COOTBETCTBYIONIEH KIIMHUKO-HEBPOJIOTUUECKON CUMIITOMATHKHU C YYETOM
AHAMHECTUYECKHUX JIAHHBIX.

Jnst  ycTaHOBIIEHHMS JuarHo3a W Ha3HA4YeHUs JIaDOpaTOPHBIX HCCIIECIOBAHUI
HEO00X0/IMMa HACTOPOKEHHOCTh MPAKTUYECKUX Bpauel B OTHOILIEHUH 3TOro 3a00JIeBaHMUS,
IpU 3TOM OCHOBHBIM IMPEMATCTBUEM K €€ OCYLIECTBJICHUIO CTAHOBUTCS HEOOBIYaWHBIN
noJIMMOPGU3M KIMHUYECKUX TPOSBICHUM U HEJOCTaTOYHAsT OCBEIOMJICHHOCTH Bpauei
NEPBUYHOIO 3BE€HA BapHaHTOB €€ TeueHus. CBOEBpEMEHHAsl JMArHOCTHKA W aJCKBaTHas
Tepanus JalT IIAaHC HJTOW KaTEropud MAalMEHTOB HA COXPAHEHHE 300pPOBbA,
peabMIUTAIMOHHOTO TMOTEHIMala, 3HAYUTENbHOE YJydllleHWe KadectBa Xu3Hu [1, 4].
3HaHWe JTUoMaToreHe3a 3a0o0JieBaHUs, MO3BOJIIET paccMaTpUBaTh €ro B YHUCIE TeX
HEMHOTMX HAacCJIEJICTBEHHbIX O0OJIe3HEeH, 11 KOTOpbIX pa3paboraHa >3(QexkTuBHas
MaToreHeTuyeckasa repanus [2, 3].

B nmannoii pabGore mpeacTaBieHBl Ppe3yJbTaThl MPOBEACHHOTO  KIMHHUKO-
JMAarHOCTUYECKOTO COMOCTABJICHUS U aHalIW3a OKa3aHWs MEIUIUHCKONW TOMOIIN
BOCHHOCITYKAIIUM C OLICHKONH 00OCHOBAHHOCTU MPOBEACHHBIX JIEYEOHO-AUArHOCTUIECKUX
MEpOMNPUATUA M YCTAHOBJICHHEM I1€71€CO00Pa3HOCTH MPUMEHEHUEM JUATHOCTUYECKUX
OIICHOYHBIX IIKAJL.

Heab: npoBeaeHNE KINHUKO-AUArHOCTUYECKOTO COMTOCTABIICHUS U aHAJIN3 OKa3aHUS
MEUITMHCKON TTOMOIITY BOCHHOCITY KAIlUM CPOYHOM BOGHHOM CITy>KObI, BOCHHOCTY>KaIl[UM,
MPOXOJAIIMM BOEHHYIO CIIY»OBbI 1O KOHTPAKTy, BOCHHBIM IIEHCHOHEpPaM C IPaBOM
obciyxuBaHus (Hanee — BOeHHocHyXxaiue) no moBoay bBK. OO0bekT mcciemoBaHus:
BOEHHOCTYXalue rocnutaiuzupoBannbie B 432 'BKMII B 2017-2019 rr.

3amavu: NpoBeCTH KIMHUKO-IMATHOCTUYECKOE COMOCTABICHUE U aHAJIU3 OKa3aHMs
MEIUIIMHCKOMN ITOMOIIH.

Marepuansl u Meroabl. IIpoBeleH pPETPOCHEKTUBHBIA, C  DBJIEMEHTAMH
MPOCNEKTUBHOTO, aHaNu3 6 ciydaeB AUarHoctTupoBaHHoro 3aboneBanus bBK ¢ okazanuem
MEIUIIMHCKOW TOMOIIM B CTallMOHAPHBIX YCJIOBUSIX, B TOM 4YHCIE€ W TOBTOPHBIC
rocnutamu3zaiuu (11 3MuU30[0B CTalMOHAPHOTO JICYEHUS IO MEIUIIMHCKUM KapTam
CTallUOHAPHBIX MAaIMeHTOB). B Xxojae wuccienoBaHusi Takke OBUTM HM3Y4YEHBI JIaHHBIC
aHaMHe3a, COMaTO-HEBPOJIOTHYECKOTO OCMOTPA, KIIMHUKO-UHCTpyMeHTanbHol (MPT, Y31
OBII u n1p.) 1 1abopaTOPHOI TMATHOCTHUKH, 3aKITFOUYSHUS OCMOTPOB Bpadeii -CIICIIHAIMCTOB,;
OBLTM  HCIIOJIB30BAHBI OIEHOYHBIC INKAIBI C TEIbI0 TPOBEACHUS JUATHOCTUKUA U
ompeesieHHs MPOrHo3a y BoeHHocayxamux ¢ bBBK (nnarHoctuueckas olieHOYHas! 1IKana
0ose3nu Bunscona (Scoring system develope datthe 8th International Meetingon Wilson's
disease, Leipzig 2001), nmporuoctudeckuii nuaexc 6one3nu Bunscona (NewWilson Index
for Predicting Mortality B Mogudukauuu Dhawanetal).

Pesynbrarsl uccaegoBanuss MW HMX o00cyxaeHue. Bo3pacT BKIIOYEHHBIX B
MCCIIEIOBAHUE BOCHHOCYXAIIMX C YCTaHOBJIEHHBIM nuarHo3oM bBK: ot 19 no 55 ner;
MenuaHa Bo3pacta cocraBwia 21+3 roma. Kareropum mnamumentoB ¢ bBK: 3 —
BOEHHOCITyXallue cpoyHoi cimyx0bl (50%), 1 — BOeHHOCTy X a1, TPOXOA[IIUN CITyKOy
no koHTpakty (16,3%), 1 — mpusbiBHUK (16,3%), 1 — BOEHHBII MEHCUOHEP C MPABOM
ob0cnyxuBanus B 432 'BKMI] (16,3%) (Puc. 1).

Knunnueckas MeguirHa
YK 61:001(06)(476) BBK 51.1 @ 94



Ha ocHoBanum 1aHHBIX aHaMHe3a, cpenHuii Bo3pacT wmaHudectanuu BbBK
BOEHHOCITYXAaIUX cocTaBmwiI 2 143 roma, IMTEeIbHOCTH 3a001€BaHUS Y 3 BOSHHOCITY KAIIHX
(50%) cocraBmia ot 5 o 25 ner.

B OonbliMHCTBE CilyyaeB rocuTanu3aius OCyIeCTBISIACH [0 HAIIPABICHUIO Bpaya
BonHCKOM dactu — n=3(50%) (Puc. 2). CpenHssi MIATETLHOCTh TOCIUTATU3ANNN — 25
KOWKO-THEH. JIIUTEeTLHOCTH 3a00seBanus y 3 BoeHHocTykamux (50%) coctaBumia oT 5 110
25 ner.

® BoeHHoCHy#alHe CpOTHOH BOSHHOMN CIy#ikR

* BoeHHOCIY#HALHE KOHTPAKTHOH cysok!
1, B %

[TpHAKIEHHER

/

" Boeuneie nedciome Fl-hl L JIFIni.LH-'I.'I-.'l.l L'EIEL'JJ}'}HHH-EI.HH.

Puc. 1 - PacnpeneneHHe BOCHHOCJIYKAIlllUX I10 KAaTCropuiaIM

16,7

Bpa4a BY (n=2)

m Bpau AL (n~3)

B Boenkonat (n-1)
50%%

Puc. 2 — T'ocriuTanu3upoBaHbl 110 HAITPABICHHIO

Haubonwimuit ynensubiit Bec (67%; n=4) cocTaBWIM MalMEHTHI C HEBPOJIOTHYECKUMU
MIPOSIBIICHUSIMH, CPEIM KOTOPHIX MPe00IIa1an THIIEPKIUHE3bI BEPXHUX KOHEYHOCTEH, UTO U
MOCTY>KHUJIO TPUYUHOM 7151 OOpallieHus 3a MEAUIIMHCKOM moMoIiso. Y 2 narueHToB (33%)
JTMArHO3 OBLT BBICTABJICH HA OCHOBAHWY M3MEHEHH OMOXMMHUYECKOTO aHaan3a KposH (Puc.
3). Ilpu yrayOseHHOM oOCIeIOBaHUM OBLIM BBISIBIEHBI TaKXK€ KOTHUTHUBHBIE U
MOBEJICHUECKHEe paccTpoiicTBa y 2 marueHToB (33%).

m Hesponorndeckue npoxeiedns (n-4)

B HameneHns OHOXHMHYe CKHX
nokazaTemeid (n=2)

Puc. 3 — [IposiBnenus 3a0oneBanus Mo cucTeMam

Y Bcex MalUeHTOB, KOTOPHIM OBLJIO TPOBEACHO WCCIIECIOBAaHUE KpPOBH Ha
oTIpe/ieNieHNe YPOBHS PPy IOIIIa3MUHA, U OTIPEJICNICH YPOBEHb MEU B KPOBH, BHISIBJICHO
3HAUYUMOE CHUXeHue 3TuX nokazareneil. [lo pesynbraram MPT I'M y 1 mauuenta (16,7%)
BBISIBJICHBI SIBHBIE M3MEHEHHs B MOAKOPKOBBIX CTPYKTypax rojoBHoro mosra (Puc. 4) u
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M3MEHEHUs NeueHu (XpoHudeckuid rematut) metonoM Y3U OBII BeisiBiaeHbI Takke y 1
naruenTa (16,7%) (Puc. 5).

B [TaiHeHTH © XapaKkTepHBIMK
HAMEHEHHAMH 10 pedynkTaraM MPT
I'M

B [TanueHTs fe3 XapakTepHeIX
HaMeHeHHH no pesyneTatas MPT I'M

Puc. 4 — Pe3ynbTarhl MpoBEACHUSI MATHUTHO-PE30HAHCHON TOMOTpaduu TOJIOBHOTO MO3Ta

® [TauMenT sl ¢ XAPAKTEPHEIME HIMEHEHHAMH 110
peayneTaras ¥3H OBl (xponsuecknii renatur)

= [laumenTel Hes XapakTepHeIX HIMEHEHHA o
peayneTaram ¥3H ObIT

Puc. 5 - PCBYJ'ILTaTBI IMPOBEACHUS YJIBTPA3BYKOBOT'O UCCIICOBAHUA OPTraHOB 6pIOIHHOI>1 IIOJIOCTH

[To pe3ynbraram Hcciie0BaHUs C IPUMEHEHUEM JUArHOCTUYECKUX OlIeHOUHBIX (Puc.
6) u mporroctuuecknx mkan (Puc. 7) yctaHoBieH OiaronpusATHBIA MPOTHO3 IS BCEX
MTALEHTOB.
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Puc. 6 — Pe3ynprarsl HCNOJIB30BaHUS JUATHOCTUYECKON O1leHOUHOH 1Kansl BBK

Ped led

B [TamHeH TR
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Konnuecteo GALI0E O MIKATE

Eomie cTro M edTon

Puc. 7 — Pe3ynpTaThl HCNOIB30BaHUS IPOTHOCTHUECKOH OLleHOUHOI mikansl bBBK
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BbIBOADBI:

1. BoeHHOCIyXalMM C YCTaHOBJIEHHBIM JMarHo3oMm OoJie3Hb BuibcoHa-
KonoBanoBa Obula oOKa3zaHa MEIUIMHCKAs TIOMOIIb B JOCTaTOYHOM oOOBEME B
YCTaHOBJICHHOM IOPSIJIKE.

2. IMenuch eMMHUYHBIC CITydand TEXHUIECKUX Ae(EKTOB OPOPMIICHUS METUITMHCKOM
NOKyMEHTAallMu BOoeHHochnyxkammx ¢ bBK, a Takke HEnomHoe IperoCTaBICHUE
AHAMHECTUYECKUX CBEJEHUHN 00 aMOyJIaTOPHOM dTare.

3. [lo pe3ynbraram HcCClieJOBaHUS, YCTAHOBJICHO, YTO BEIYIIMMH KIMHUYECKUMU
NPOSIBJICHUSIMU OBLITU THUIEPKUHE3bl BEpXHUX KOHeuHOcTel (n=4? 67%), KOTHUTUBHBIE U
MOBEJACHYECKHUE paccTpoiicTBa — y 2 nmanueHToB (33%).

4. JlanHbIMU JTAOOPATOPHOM MUArHOCTUKH y Bcex mainueHToB ¢ BBK auarnos Obun
Bepu(ULIMPOBaAH (3HAUMMOE CHIDKEHHE TTOKa3zaTellel eppyJioluia3MrUHa U MeIU B KPOBH),
a KIMHUKO-UHCTPYMEHTAJIbHBIC HCCIEAOBAHUS BBISSBWIM 3HAYUMbIE CTPYKTYpPHBIE
W3MEHEHHUS TIeYeHU (XPOHUYECKUN IenaTuT) U MOJKOPKOBBIX CTPYKTYP T'OJIOBHOIO MO3ra
BBISIBIICHBL Y 16,7%.

5. llenecoobpa3Ho NpUMEHEHHE TUarHOCTUYECKUX OLIEHOYHBIX KA U MMPOBEICHNUE
MEJIMKO-TeHETHUECKOT0 KOHCYJIbTUPOBaHuUs BceM naurentaMm ¢ bBK BoeHHOCTy)Kammm, a
TaK)K€ UX OJIN3KUM POJICTBEHHHMKOM Ha aMOYJIATOPHOM JTame JJis ONpe/eseHUs] TAKTHUKU
JICYEHUS M MHAUBUIYaJIbHOTO IPOTHO3a.
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