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BO/TE3Hb BUJ/IbCOHA-KOHOBAJIOBA
Y BOEHHOC/IYJKAIINX: KIIMHNKO-IVMATHOCTNYECKHNE
ACIIEKTBI OKA3AHVA MEIUIIMMTHCKONM IIOMOII
B MHOT'OITPO®PV/IPHOM JIEHEBHOM YYPEXITEHUUN

Kadgpeopa soerno-nonesoii mepanuu BMeol 6 YO «BIMY»'
Boenno-meouyunckuti paxynvmem BMeol 6 YO «bBI'MY»
I'Y «432 TBKMI] BC Pb»’

B cmamve npedcmasnenvl céedeHuss 00 akmyanvHOCMu 0KA3AHUS NOMOWLU NayueHmam ¢ 60ne3Hvio
Bunvcona-Konosanosa, a makie npeocmasneHvl pe3ynvmamvl NPo6edeHH020 KAUHUKO-0UAZHOCUYECK020
conocmaeneHus, aHanu3a oKa3aHus MeOULUHCKOL NOMOUU B0EHHOCYHAUUM C YCAHOB/IEeHHbIM OUude-
Hosom «bonesnv Bunvcona-Konosanosa», a maxie 14enecoo6pasHocmuy UCHONb308AHUS OUEHOYHBIX KA
C Uenvio onpeoeseHuUs NPoeHO3a U KIUHUHECKUX 0COOeHHOCMell y 9mMOil Kamezopuu nayueHmos (0uazHocmu-
uecKkas oueHouHas wikana 6one3nu Bunvcona (Scoring system develope datthe 8th International Meetingon
Wilson’s disease, Leipzig 2001), npoeHocmuueckuti unoexc 6onesnu Bunvcona (NewWilson Index for Predicting
Mortality 6 moougpuxayuu Dhawanetal).

Kniouesvie cnosa: 6onestv Bunvcona-Kornosanosa, zenamonenmuxynapHas oeceHepayus, OUazHOCMuKa,
KIUHUKA.
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WILSON-KONOVALOYV DISEASE IN MILITARY PERSONNEL:
CLINICAL AND DIAGNOSTIC ASPECTS OF MEDICAL CARE
IN A MULTIDISCIPLINARY MEDICAL INSTITUTION

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 pro-
gnostic index of Wilson's disease (NewWilson Index for Predicting Mortality modified by Dhawanetal).
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OAe3Hb BuabcoHa-KoHOBanoOBa (panee -

BBK) - peakoe (opdaHHOE) reHeTnue-
cKkoe 3aboneBaHUe, AN KOTOPOro XapakTepHa
MaHupecTauusa nNpeMmyLLeCTBEHHO B BO3pacTe
20-30 AeT, HO MOryT BCTpeYaeTCcs nepBble KAU-
HUUYECKUE MPOSABAEHUSA U B MHbIE BO3PACTHbIE
nepuoAbl.
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Uctoprueckue acneKTbl U aKTyaAbHOCTb.
BrepBble 310 3aboreBaHne BbINO OMMCaHO Npo-
XUBAOWMM B AHIAUW aMEPUKAHCKMM HEBPOAO-
rom C. BuabcoHom Havane 20 Beka, KOTOPbIM
06paTUA BHMMaAHME Ha XapaKTepHble natoMop-
dOAOTUYECKME U3MEHEHWA TOAOBHOIO MO3ra
N NeYeHU, BbIABUA UX B3aUMOCBA3b C KAMHUYE-



CKUMW cUMMTOMaMu 3aboAeBaHMA (TUNEPKUHE-
3bl, MblLLIEYHAsA PUTMAHOCTb, AUCdarms u ausap-
TPUA, UHOTAA MCUXMYECKME PACCTPOMCTBA), OU-
HaAOM KOTOPbIX BbIA aTPOPUUECKUI LMPPO3 Ne-
YyeHu 1 rpybble HEBPOAOTMUYECKME PACCTPOKMCTBA.
B 1912 roay C. BUABCOH 3T BCe HapyLleHus
NPEAAOXUA paccMaTpuBaTb Kak «Mporpeccupy-
FOLLLYHO AEHTUKYASIPHYIO AETEHEPAaLMIO», U BbICKa-
3aA NPEANOAOXEHNE, UTO 3TO «CeMeNHOe 3abone-
BaHWe HEPBHOW CUCTEMbI, COUYETAIOLLEECS C LMP-
PO30OM MeYEeHM».

Bmecte ¢ Tem, 3a 30 AeT A0 MCCAEAOBaAHUA
C. BuabcoHa, aApyrumu HeBponoramun — K. BecT-
danem n A. LLTprtomneanem, 6bIAO onucaHo 3a-
6oneBaHMeE, KOTOPOE XapaKTepM3oBaAOCb PUT-
MWUYHBIMWU  HEMPOU3BOAbHLIMU  ABUXEHUAMM,
NOBbILEHWEM MbILLIEYHOrO TOHYCa, aMUMMUEN,
AM3apPTPUEN U BbIPaXEHHbIMWU MCUXUUYECKUMU
HapyLIEeHUsIMU BNAOTb AO CAABOyMKA U, NO aHa-
AOTUM C KAMHWYECKUMU NPOSIBAEHUSIMU pacce-
AHHOIO CKAEpPO3a, NOAYYMAO Ha3BaHUE «MCEBAO-
CKAEPO3».

B AanbHeWwemM 0Kka3aAoCb, UYTO OMMCaHHas
C. BrAbCOHOM Mporpeccupyrolas AeHTUKYASp-
Has AereHepaums n nceBpockaepo3 K. Bectoa-
AR v AL LLUTpromMnenns, ABAAKOTCA pasHbiMK Gop-
MaMW OAHOTO M TOro Xe 3aboAeBaHUsA, KOTOpoe
[@aAAb Ha3BaA renaTtoAeHTUKYASIPHOM AereHepa-
unen. A B 1960 ropy COBETCKMH POCCUMCKUN
YyUYéHbl1 HeBponaTtonor H. KOHOBanOB AeTanbHO
onucan HEBPOAOTUYECKME CUMMTOMbI U OKOH-
YyaTeAbHO CrpynnMpoBaA 3TU TPU OYEHb CXOXMX
6one3HU (BuabcoHa, BecTdaBenaa-LUTtpromnensn
n laans) B 0AHY, KOTOpPYHO Ha3BaAuM OOAE3Hb
BuabcoHa-KoHoBanoOBa.

B 1953 r. 6bIA yCTAHOBAEH ayTOCOMHO-pe-
LECCUBHbIV TUM HAaCAEAOBaHMS, B MOCAEAYIOLLEM
6bINO AOKA3aHO, YTO 3TO 3aboAeBaHME BbI3BAHO
MyTareHHbIMW U3MEHEHNSAMKU B 13 XpOMOCOME.
3a MocAepHUE AECATUAETUS UHTEPEC K U3yYe-
HUO BBK yCUAMACSH, UTO CBSAI3@HO C OTKPbITUEM
B 1993 roay nepBUMUYHOIrO MOAEKYAAPHOTO Ae-
dekTa 3aboneBaHUA - reHa ATP7B, M3MeHuB-
UMM MOHMMaHWe natoreHesa, NpeACTaBAEHUE
0 pacnpocTpaHeHHocTM BBK 1 obycroBuMBLIEM
HaAEXAY Ha BO3MOXHOCTb PpaHHEN AMArHOCTUKK
3TOro NaToAOrMYECKOro COCTOAHUA.

AKTYaAbHOCTb. AKTYaAbHOCTb AQHHOM NPo6-
AeMbl 06yCAOBAEHA TPYAHOCTbHO AMArHOCTUKM
BBK Ha paHHMX 3Tanax pa3sutns 3aboreBaHus,
YTO MMEET peLLatoLLLee 3HaUYEeHNE AN COXPaHEHMS
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3A0p0BbA NauneHToB ¢ bBK, a no3aHee BbisiBAE-
HWe, MOXET CTaTb NPUUYNHOM PaHHEN MIHBAAUAHOC-
M 1 TMOGEAUN 3TUX NALMEHTOB B MOAOAOM BO3pacTe.

BmecTte ¢ TeM, 3HaUYMMOCTb COBPEMEHHbIX
METOAOB MOAEKYASIPHO-TEHETUYECKOro 06CcAep0-
BaHWA AN paHHeW pnarHocTukm BBK, nmeert or-
PaHUYEHNA B CBA3N C LLUMPOKUM CNEKTPOM MyTa-
Uni reHa ATP7B 1 X pasAnMyHbIMU COYETAHUAMM.
B cBA3K C 3TUM, BOZMOXHOCTb MCMNOAL30BaHWUSA
B MpakTuyeckon apeatrenbHoctn AHK-aHaausa
B KayecTBe OCHOBHOIO AMArHOCTUYECKOro Kpu-
Tepus 3Toro 3aboneBaHWa orpaHuyeHa. Moatomy
AvMarHoctMka bBBK ocyllecTBAsieTcs npenmylle-
CTBEHHO MO AAHHbIM AabopaTopHbIX MCCAEAOBA-
HUIM 1 COOTBETCTBYHOLLEN KAMHUKO-HEBPOAOTrNYE-
CKOW CUMMTOMATUKK C YYETOM aHAMHECTUUECKMX
AAHHbIX.

AASl yCTAHOBAEHUSI AMAarHo3a U HasHauyeHus
AabopaTopHbIX MCCAEAOBAHUM HEobxoaMMa Ha-
CTOPOXEHHOCTb MPAKTUUYECKUX Bpauyel B OTHO-
LLeHUM 3Toro 3aboAeBaHus, NPU 3TOM OCHOBHbIM
NPENATCTBMEM K €€ OCYLLECTBAEHUIO CTAHOBUTCSA
HeobblYanHbIA MOAUMOPOU3M KAUHUYECKKUX MPO-
ABAEHWUW M HepoCTaToYHasi OCBEAOMAEHHOCTb
Bpayer NepBUYHOro 3BEHA BapMaHTOB ee Teue-
HuA. CBOEBPEMEHHAA AMArHOCTMKa U apAekBat-
Hasa Tepanus AatoT LLIAHC 3TOM KaTeropuun nauu-
€HTOB Ha COXpaHeHWe 3A0P0BbsA, peabuanTaLm-
OHHOrO MOTEHUMaAa, 3HAYUTEABHOE YAyYLLEHWE
KayecTBa XWU3HU [1, 4].

3HaHWe aThonaTtoreHesa 3aboneBaHUsA, Mo-
3BOASIET paccMaTpMBaThb €ro B UNCAE TEX HEMHO-
rMX HACAEACTBEHHbIX OOoAe3HEel, AAA KOTOPbIX
paspaboraHa 3addeKTUBHAA NaTtoreHeTMyeckas
Tepanus [2, 3].

B HacTosLee Bpema AmarHoctuka bBK ocy-
LLLECTBASIETCS KaK MO AA@HHbIM AaBOpPaTOPHbIX UC-
CAEAOBaHUM (HU3KOMY YPOBHHKO CbIBOPOTOUYHOIO
ueppynronrasdmumHa (meHee 200 mr/n), yBeanye-
HUIO 3KCKPELIMN MeAM C MoUoK (bonee 1,26 Mk-
MOAb/CYT)), KAMHUYECKUX MPU3HAKOB (HaAnuume
KoAbLLa Karsepa-PaeiliHepa n Ap.), Tak U MOAE-
KYAAPHO-TEHETUYECKOIO MCCAEAOBAHUSA.

B anaHHOM paboTe npeACcTaBAEHbI PE3YAbTATHI
NPOBEAEHHOIO0 KAMHWKO-AMArHOCTUUYECKOrO CO-
NMOCTaBAEHMSI U @aHAAM3a OKa3aHUsA MEAULIMHCKOM
MOMOLLUM BOEHHOCAYXALLMM C OLLEHKON 0OOCHO-
BAHHOCTM MPOBEAEHHbIX Ae4yebHO-ANArHOCTU-
UYECKUX MEPOMNPUATUN U YCTAHOBAEHWEM LIEAE-
€c006pa3HOCTN NPUMEHEHUEM AMArHOCTUUYECKMX
OLEHOYHbIX LLKAA.
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Lenb U 06beKT uccnepoBaHusa. lNposepe-
HUE KAMHUKO-AMArHOCTUYECKOIO COMOCTaBAEHUSA
W aHaAM3a OKa3aHWst MEAMLIMHCKOW MOMOLLN BO-
€HHOCAYXaLLUUM CPOUYHON BOEHHOM CAYXObl, BO-
€HHOCAYXaLLMM, NPOXOAALLMM BOEHHYIO CAYXObl
MO KOHTPAKTY, BOEHHbIM MEHCUOHEPAM C NPaBOM
00CAYXMBaAHUS (AAAee — BOEHHOCAYXallMe) Mo
nosoay BBK. O6beKT uccAeAOBaHMA: BOEHHOCAY-
Xauime rocnutanMsanpoBaHHble B 432 TBKML,
B 2017-2019 rr.

MaTtepuanbl U MeTOAbI

MpoBeaeH PETPOCNEKTUBHBIM, C 3AeMEHTa-
MW MPOCMNEKTUBHOIO, aHaAM3 6 CAyYaeB AMarHo-
cTMpoBaHHoro 3aboneBaHuss BBK ¢ okasaHuem
MEANLMHCKOM MOMOLLIM B CTALMOHAPHbIX YCAOBU-
AX, B TOM YMCAE U MOBTOPHbIE FOCMMUTAAM3ALMK
(11 3n1M30A0B CTaLMOHAPHOIO ACYEHUS NO MEAU-
UMHCKMM KapTamMm CTaluMOHapHbIX MNauWeHTOB).
B xoae uccaepOBaHUS Takxe ObIAM U3YUEHbI
Aa@HHble aHaMHe3a, cCOMaTO-HEBPOAOrMYECKO-
ro oCMOTpa, KAMHUKO-UHCTPYMEHTaAbHOM (MPT,
Y3W OBl u ap.) 1 AabopaTopHON AMArHOCTUKH,
3aKAOUEHNST OCMOTPOB Bpayen-CneumarncToB;
6bIAM UCNOAb30BaHbI OLEHOUHbIE LLKAAbI C LIEALHO
NPOBEAEHWA AMArHOCTUKKM U ONpPEeAeAeHUs Mpo-
rHo3a y BOoeHHocAyxawmx ¢ BBK (anarHoctu-
yeckan oLeHo4yHas LWkKana 6ore3HU BuabcoHa
(Scoring system develope datthe 8th Internati-
onal Meetingon Wilson’s disease, Leipzig 2001),

1;17%_

MPOrHOCTUUYECKUI MHAEKC BOAe3HU BuabcoHa
(NewWilson Index for Predicting Mortality B mo-
Adukaunm Dhawanetal).

Pe3ynbTaTbl UCCAEAOBAHUA
M ux obcyxpeHue

Bo3pacT BKAOUEHHbIX B MCCAEAOBAHUE BO-
€HHOCAYXallMX C YCTAHOBAEHHbIM AWMArHO30M
BBK: oT 19 po 55 AeT; MeanaHa Bo3pacTa cocTa-
BUMAA 21+3 ropa. Kateropuu naumeHToB ¢ BBK:
3 - BOEHHOCAyXallMe CPOUHOM CAYXObl (50 %),
1 - BOEHHOCAYXaLLMI, NPOXOAALLMIA CAYXOY No
KOHTpakTy (16,3 %), 1 - npusbiBHUK (16,3 %),
1 - BOEHHbI MEHCUOHEP C NPaBoOM 0OCAYXMBa-
Husa B 432 IBKML, (16,3 %) (puc. 1).

Ha ocHOBaHWKM pA@HHbIX aHAMHEe3a, CPEAHUN
BO3pacT MaHudpecTaunn BBK BoeHHOCAYXaLLMX
coctaBuA 21 + 3 ropa, AAMTEABHOCTb 3aboneBa-
HUA y 3 BoeHHocAyxawmx (50 %) coctaBuaa OT
5 p0 25 aeT.

B 6OAbLUMHCTBE CAyYaeB rOCNUTAAM3ALMS
OCYLLECTBAAAACH MO HanpaBAEHMIO Bpaya BOWH-
ckoryactn - n = 3 (50 %) (puc. 2). CpepHsasa AAU-
TEABHOCTb FOCMUTAAM3ALMN — 25 KOMKO-AHEW.
AAMTEABHOCTb 3a60AEBaHMA Y 3 BOEHHOCAYXa-
wux (50 %) coctaBuAa oT 5 A0 25 AeT.

HanbonbLLmnit yaenbHbIN Bec (67 %; n = 4) co-
CTaBUAM MALMEHTbI C HEBPOAOTMUYECKUMMU MPOSIB-
AEHUAMM, CPEAU KOTOPbIX Npeobrapany runep-
KWHE3bl BEPXHMUX KOHEUYHOCTEWN, UTO U NMOCAYXXUAO

Boennocnyxamnue cpoyHO BOEHHOM
CITY’KOBI

B BoeHHOCITy Kalie KOHTPAKTHON CITy/KOBI

17 % 3;50%

IIpu3pIBHUKH

B BoeHHBIE TEHCUOHEPHI C TPABOM

1;16%

00CIyXK1BaHUs

Puc. 1. PacnpeaeneHre BOEHHOCAYXXALLMX MO KaTeropusam

16,7 %

50 %

33,3%

Bpau B/U (n =2)
® Bpau ALl (n =3)

Boenkomar (n = 1)

Puc. 2. TocnuTaAM3nMpoBaHbl N0 HanpaBAEHWUIO
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NPUUUHON AAA 0BpaLLEHUS 38 MEAULIMHCKOM MNO-
MolLLbto. Y 2 nauneHToB (33 %) AnarHo3 6biA Bbl-
CTaBAEH Ha OCHOBaHWW U3MEHEHWI BUOXUMMYE-
CKOro aHaAu3a KpoBu (puc. 3). NMpu yraybAeHHOM
06cAepOBaHUU ObIAM BbISIBAEHbI TaKXe KOMHW-
TUBHbIE M MOBEAEHYECKME paccTpomncTea y 2 na-
uMeHToB (33 %).

Y Bcex naumMeHToB, KOTOPbIM BbIAO MpoBeAe-
HO MCCAEAOBAHME KPOBU Ha OMPEAEAEHNE YPOBHSA
LEPPYAONAA3MMHA, U ONMPEAEAEH YPOBEHb MEAU
B KPOBMW, BbIABAEHO 3HAYMMOE CHUXEHUE ITUX

33%

To help the military doctor Y

nokasatenen. Mo pesyabtatam MPT TM y 1 na-
umeHTa (16,7 %) BbiSSBAEHbI ABHblE M3MEHEHUS
B MOAKOPKOBbIX CTPYKTypax rOAOBHOIO Mo3ra
(pnc. 4) U M3MeHeHUsa nevyeHn (XPOHUUYECKUI
renatut) metoaoM Y3U OBl BbIABAEHbI TaKXe
y 1 naumeHnTa (16,7 %) (puc. 5).

Mo pesyabTataM UCCAEAOBAHWMA C NMpUMe-
HEHUEM AMArHOCTUUYECKMUX OLEHOYHbIX (pUC. B)
M MNPOrHOCTUYECKUX LWKaA (puUcC. 7) yCTaHOB-
AeH BAaronpuATHbLIM NPOrHO3 AASl BCEX NaLu-
EHTOB.

¥ HespoJioruueckue
nposiBieHus (n = 4)
67 % ™U3MeHeHnss OMOXUMHUYECKUX
nokasarenei (n = 2)

Puc. 3. MposBaeHnsa 3a6oreBaHMA N0 cUCTEMAM

W [TauueHTsI ¢ XapaKTePHbIMU

M3MEHEHUSMU TI0 pe3yabTaTam
MPT I'M

B [TarueHTsl 6€3 XapaKTePHBIX
U3MEHEHUH 10 pe3ysbTaTaM
MPT I'M

Puc. 4. Pe3yabtatbl NPOBEAEHWA MArHMTHO-PE30HAHCHOW TOMOrpadum roAOBHOro Mo3ra

= [laneHTsl ¢ XapaKTepHbIMU
W3MEHEHUsMH N0 pe3ynbraram Y31
OBII (XpoHUUYECKHi1 TETIATUT)

® [JarenTh! 6€3 XapaKTEPHbIX U3MEHEHUI
o pesynsraram Y3U OBII

Puc. 5. Pe3yabTaTbl NPOBEAEHUS YABTPA3BYKOBOIO MCCAEAOBAHUSI OPraHOB BPHOLIHOM MOAOCTH
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KonmmuecTBo 0a/UIoB 110 MIKaJIe

Puc. 6. Pe3yabTaTbl MCMOAb30BaAHUSI AMATHOCTUUYECKOW OLLEHOYHOM LWKaAbl BBK
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B [TanneHTHI

KonunuecTBo nauueHToB
[\

1 23 4 5 6 7 8 9 1011
KonunuecTBo 6aioB 1o mkaie

Puc. 7. Pe3yabtraTbl MCMOAB30BaHWUSI MPOrHOCTUYECKOW OLEHOUYHOM LWKaAbl BBK

BbiBoAbI

1. BOeHHOCAYXaLMM C YCTAHOBAEHHbIM AW-
arHo3om 6oaesHb BrabcoHa-KoHoBanoBa Obina
OKasaHa MeAULMHCKasa NOMOLLb B AOCTATOYHOM
ob6beme B yCTAHOBAEHHOM MOPSIAKE.

2. UMeAnCb eAMHUYHbBIE CAYyYan TEXHUYECKMX
AEDEKTOB ODOPMAEHUSA MEAULIMHCKON AOKYMEH-
TauMmM BoeHHoCAyXalwmx ¢ BBK, a Takxe Henoa-
HOe NpeAOoCTaBAEHWE aHAMHECTUUECKMX CBeAE-
HWUI 06 ambyAaaTopHOM 3Tane.

3. Mo pe3yAbTatamMm MCCAEAOBaAHMS, YCTAaHOB-
AEHO, YTO BEAYLUMMWU MPOSIBAEHUAMU SIBASIAUCH
rMNepKUHe3bl BEPXHMX KOHEUHOCTEN, ay 1 nauu-
eHTa (16,7 %) BbIABAEHbI IBHblE UBMEHEHUS Me-
YEHU (LMPPO3 NEYEHN).

4. llenecoobpasHO NpMMEHEHWE AMATHOCTU-
UECKUX OLEHOUHbIX LLIKAA U MPOBEAEHME MEAU-
KO-TEHETUUECKOrO KOHCYALTMPOBAHUSA BCEM MNa-
umMeHtam ¢ bBBK BOeHHOCAyXaLWMM, a TakKXe UX
6AU3KUM POACTBEHHUKOM Ha aMByAaTopHOM aTa-
ne AASl OMPEAENEHUS TAKTUKKU AEYEHUS U UHAK-
BUAYAAbHOIO NPOrHo3a.

5. AkTyanbHOCTb nNpobaembl BBK obycnas-
AMBAIOT LLeAeCc00bPa3HOCTb MPOAOAXEHUA U3Y-
YeHUSA 3HAYMMbIX aCMEKTOB OKa3aHUA MeAM-
LLMHCKOW MOMOLLIM BOEHHOCAYXALLMM C 3TOM Na-
TOAOTUEN.
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