KJIHIYHI CIOCTEPEXEHHS

YAK 575.113.2:577.128:546.3:616.831.322-004

1O.b. I'peuanuna, JI1.B. Monooan, A.A. 3abenuna
Ykpauncxuit uncmumym xnunuueckou cenemuxu XHMY,
XapvrkoscKkutl HAYUOHATbHUL MEOUYUHCKUL YHUGepcumen,
Xapvrosckuili mexicooaacmHol cneyualu3upo8aHHbll MeOUKO-eeHemuyeCcKUull yeHmp —
yenmp peoxux (opgarnnuix) 3a601e6anuii

CJIYYAH COYETAHOI'O HAPYIIEHUSI OBMEHA METAJLJIOB -
BOJIE3HU BUJIbCOHA-KOHOBAJIOBA U 'EMOXPOMATO3A,
OBYCJIOBJIEHHOT' O 'ETEPO3UT'OTHBIM HOCUTEJBCTBOM
MYTAIIAM C282Y U H63D TEHA HACJIEJCTBEHHOI'O
I'EMOXPOMATO3A

Pe3rome. B crarbe mpencraBieH ciydail COUYETAaHHOIO HapylleHHs oOMeHa MeTaljoB — OOJe3HU
Bunbcona-KoHoBanoBa u remoxpomarosa. Llenpio paboTel ObuI0 M3y4uHTh 0coOeHHOcTH TeueHus: bBK B
COYETaHHU C I'eMOXpPOMATo30M Ui pa3pabOTKH MHAMBUAYAJIbHON TakTHUKH BeneHus. [lokaszano, uto mpa-
BHJIbHAs OILICHKa )KaJ'IO6, aHaMHE€3a, TUHAMHUKWU Pa3BUTHA 3a6OJIeBaHI/IH, KJIIMHUYECKOM KapTUHEL, OHOXHNMH-
YyecKkux Tmokasarened, AaHHbIX MPT ronoBHOro mosra M HCHOJB30BaHHE MOJIEKYISPHO-TEHETHYECKUX
METOIIOB AMATHOCTHUKHU ITO3BOJISIIOT YTOYHUTH XapaKTep MaTOJIOTUH, pa3padoTaTh HHANBHIYAIBHYIO TaKTUKY
BE/ICHUS, HAIPaBJICHHYI0 Ha KOPPEKLUIO BBIABICHHBIX M3MEHEHUH, NOOMTHCSA CTaOMIM3alMM Ipoliecca U

perpecca HEBPOJIOTHUYECKONH CUMITOMATHKY.

KunroueBble ciioBa: 00J¢3Hb BI/IJ'ILCOHa-KOHOBaHOBa, HapymieHue oOMeHa MCTAJIJIOB, CHHTPOIINS, TEMO-

XpOMATO3.

BBEJIEHHE

HetiponereneparuBusie 3aboneBanus (HIA3) —
KJIMHUYECKU MONMMOP(HAsS ¥ TEHETHYECCKH T'eTepo-
TeHHAs TPYIa, SBISIOMAsACS OCHOBHON MPUYUHOMN
KOTHUTUBHO-MHECTHYECKUX HApYIICHUH, IEMEHITUH,
pa3IMYHBIX JIBUTATENbHBIX HAPYIIEHUH, CTOMKOU
WHBaIUIU3anuK 00IbHEIX [1, 2, 9].

Kak ykaszwsiBaer B.B. [lonamaper (2010 r), B
OCHOBE Pa3BHUTHS HEHpOeTeHepaTHBHBIX 3a00JeBa-
HUU JICKUT HAPYIICHUE METa0OIu3Ma U U3MCHECHHE
KOH(OPMAIUN KJIETOYHBIX OCIKOB C WX IOCIEIY-
IOIUM HaKOIUICHWEM M arperamnueil B OIpeleNeH-
HBIX Tpymmnax HeilpoHos [3, 6, 7, 11].

W3zBectHbl 1Ba Oeika, CIIOCOOHBIE MEHSTH CBOFO
CTPYKTYPY: 3TO anb(a-CHHYKJICHH, KOTOPBIH B HOP-
M€ TMPHUCYTCTBYET B NPECHHANTHYECKUX TEPMHHA-
JSX TOJIOBHOTO MO3ra M Tay-IIPOTEHH, KOTOPKI
MIPE/CTABISIET COOOM PaCTBOPUMBINA HH3KOMOJICKY-
JIIPHBINA OEJIOK, UTPAFOIIII BAXKHYIO POJIb B ITPOIIECCE
pocTa akcoHa u ero (GyHKIIMOHUpOBaHUs [6, 7.

[Mpu HA3 anbda-cuHyKIIeNH HaKaIUIMBaeTCsA U
(hopMupyeT BHYTpPH TJIMANBHBIX KIETOK HUTEBUJ-
Hble CTPYKTYpbl auamerpoMm 20—40 HM, a Tay-mpoTe-
YH 00pa3yer MaToJIoTHYecKue (JOPMBbI, B BUJIC HUTCH,
peoOiaiaroIye B Tenax HeHpOHOB U akcoHOB [10].

[IpuumHb! arperanuy 6€TKOB MOTYT OBITH CBSI-
3aHBI KaK C KaCKaJOM IMAaTOJIOTHYECKUX KJICTOYHBIX
OMOXMMUYECKUX IPOIIECCOB: HAPYIICHUS METHIIHU-

poBaHUs, U30BITOYHOTO (GOCHOPUIUPOBAHUS, TIIHU-
KO3WJIMPOBAHMS, aKTUBU3AILMHM MEPEKHCHOTO OKHC-
JIeHUs JUIHIOB, TaK M HOCUTh KAaK I'€HETHYECKH
JeTepMUHUPOBAHHBII XapakTep.

OOmenpuHATON B HACTOSIEE BPEeMSs SIBISETCS
rIIyTamaTdpruyeckas TEOpUsi HeWpoAereHepaTHB-
HOTO TIporiecca [4, 8], coraacHO KOTOpPOH yHHUBEp-
CalIbHBIM MeXaHM3MOM pa3BuTHs Bcex H/I3 saBns-
€TCsl SKCAUTOTOKCHYHOCTD — MOBPEXKICHUE U THOEb
HEHPOHOB B pe3yibTaTe H30BITOYHOW aKTHBAIINH
nocrcuHanTHYeckux N-meTwi-D-acniaprar penento-
poB (NMDA) [2, 5].

Baxnyto ponb B passutun H/I3 urpator ompe-
JIeJIEHHBIE TPUITEPHI, K YUCITY KOTOPBIX OTHOCSTCS
MH(EKHs, CTpecc, TPaBMBbI, ONIEPaIlH, TOI0AaHHE,
HEIOCTaTOYHOCTh YOMKBUTHUH-IIPOTEACOMHON CHC-
TEMbl KIETKH, Je(EeKTbl IIAlCPOHHONW 3alllUTBhI,
OKCHJIaTUBHBIN CTpecc, aronTo3 u 1p. [3, 4].

[Ipu H/I3 B maronormveckuii mpoiiecc BOB-
JIeYCHbI IPEUMYIIECTBEHHO HEMPOHBI U ITHAJIbHbIE
KJIETKH 0a3albHBIX TaHTJINEB M CTBOJOBBIX CTPYK-
TYp, BbIpa0aThIBAIOIINE ALIETUIIXOIHH, A0QaMHH, ce-
poronuH [1, 7, 10]. HegocraTouHOCTh OmpenesncH-
HBIX HEHpPOMEAMaTOPOB WIPACT BAXXHYIO POIb B
pazsutun HJI3 u ompenensier KIMHUYECKYIO Kap-
TUHY OOJIE3HHU.

H/I3 xapakTepu3yroTcsl 3HAYNTESIILHBIM KITHHH-
YeCKHM IMOTUMOP(U3MOM, KOTOPBIH OOYCIIOBIICH
COUYETaHHWEM IISITH TPYMI CUMIITOMOB: DKCTpamupa-
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MHTHOTO, MO3KEYKOBOTO, MHUPAMHUIHOTO, JEMEHIMH
M BETETATUBHOW HEJIOCTATOYHOCTH [8].

BruiaensitoT uppuTaTUBHBIE U CHOPaAUYECKHE
HA3 [6, 7].

K nppuratusaeim H/I3 oTHOCATCS:

* bone3Hb [ eHTUHITOHA.

* bonesns ['annepBopaena—IInarna.

* bone3ns Bunscona—KoHoBanosa.

* bone3ns Dapa.

* bonesns beccena — Kopuusetira.

K ciopagmuecknm HJI3 otHOCSTCS:

* Ilporpeccupyromuii HaabAEPHBIN Napanny
(6one3np Ctuna-Puyapacona- OIbIIeBCKOTO).

* MynbsTHCHCTEMHAs aTpodus.

e Jlemen1us ¢ Tenbliamu JIeBu.

* ITlapkuHCcOHHMYECKass AEeMEHIHUs (CUHIPOM
I'yam).

» Koprukoba3zanpHas gereHeparus.

* bonesnp Anblireitmepa.

JmarHoctuka HeWpoJereHepaTUBHBIX 3a0oIe-
BaHWH OCHOBaHa Ha aHaIM3e JKajio0, aHaMHe3a,
TUHAMUKE pPa3BUTHS 3a00JeBaHUs, OCOOCHHOCTEH
(eHOTHIIA, JAHHBIX KIMHUKO-TCHEAJIOTHYECKOTO
aHanm3a, 00IecCOMaTHIEeCKOr0, HEBPOJIOTHYECKOTO,
HEHPOIICHXOJIOTHIECKOTO 00CIeIOBaHMs, NaHHBIX
1a00paTOPHBIX, BKIFOYAs MOJICKYJISIPHO-TCHETHYEC-
KHe, ¥ WHCTPYMEHTaIbHBIX METOJIOB HCCIIEJ0Ba-
HUS, BKJTFOYas METOIbI HEHPOBU3YATU3AIIHHL.

Bueapenue coBpeMEHHBIX METOJ0B HEUPOBHU-
3yanu3aldyd [O3BOJWIO YIYYIIUTh JAHATHOCTHKY
H/I3, muddepennmanbayo auarHoctuky kak HJI3
¢ 3aboneBanusmu IIHC cocyaucroro, mHbpeku-
OHHOI'0 U JIEMUCTUHU3UPYIOIIETO XapaKTepa, TaK U
BHyTpu camux HJI3, momoiltu k paHHel nuar-
HOCTHKE HEHpOAeTreHepaTHBHOIO TMpolecca, a B
ciIydae pa3paboTaHHOW MaTOTEHETHYECKON Tepa-
MU CBOEBPEMEHHO €€ Ha3HAYUTh, MPEAYNpPEIrB
TEM CaMbIM CTOWKYIO HHBAJTUAM3ANHIO OOJIHHOTO,
COIMAJIGHO aJaNTHPOBaTh M 3HAYUTEIHHO YIIyd-
IIUTh KAYECTBO KHU3HHU OOJILHOTO U CEMBH.

O6mum KT (MPT) nmpusnakom Bcex HJI3 sB-
JsieTcs cyMMapHas U (WIM) pernoHapHas aTpodus
BEILIECTBAa TOJIOBHOTO MO3ra, B OTIWYHE OT BBIpa-
JKEHHOTO TOpaKeHUS OENoro BemecTBa B MEpH-
BEHTPUKYJLSIPHBIX 30HAX (Jeikoapeo3), 4To Oosee
XapaKTEePHO JUIS TUCIMPKYISITOPHOM 3HIe(aona-
tuu. [llupokoe BHEApEeHUE B NPAKTUKY HEUPOBU3Y-
ANBHBIX METOJIOB IUATrHOCTHKH TIO3BOJISET MOAONUTH
K paHHel auarHoctuke HJI3.

Tak, paHHUM JUMArHOCTUYECKUM TPU3HAKOM
0one3Hu AdnbIrefiMepa CUHTAeTCs YMEHbIIECHHE
obpeMa Turokamia, 6one3an dapa — MacCHUBHAsS
KanblUuKaus 0a3albHBIX TaHTIHEB, OOJE3HU
Bunscona-KoHoBanoBa — CUMMETpPUYHBIE YYaCTKH
TUIIEPUHTEHCUBHOTO curHaina B Tlw-pexume B
obacTu OJIEAHOrO IIapa M YEPHOH CyOCTaHIUH,
4TO OOYCJIOBJICHO OTJIOKEHHEM Meau, OOJe3HU

TannepBopaena-Illnarna — o6HapyxeHHe B obac-
TH 0a3ajbHBIX TAHTJIHEB OOIIMPHOI THUIEPUHTEH-
CHBHOH 30HBI, OKPYXKEHHOW 00OJKOM THIIOMHTEH-
CHUBHOTO CHUTHAJa, CBS3aHHOTO C OTJIO)KEHHEM JKe-
Je3a, B BHUJIE «TJa3 TUTpay, Xopeu | eHTHHITOHa —
muddysHas atpodust KOpsl U U30UpaTebHas aTpo-
(hust XBOCTATHIX S/I€P, O KOTOPOW MOXKHO CYIHTH 110
pacImpeHnio OOKOBBIX JKEITyJAO04YKOB, a mpu [19T-
CHIDKEHHE MeTaboyn3Ma TJIOKO3Bl B 00JacTu
0a3aabHBIX TaHTIIHEB [6, 7].

B cnydae BoBieueHuUs B MaTOJIOTUYECKUM TTPO-
1[eCC BHYTPEHHUX OPraHoOB, JJI YTOYHEHHUS Xapak-
Tepa WX TMOpPaXKEHHs, HEOOXOIUMO HCIONb30BaTh
CIUPATBHYI0 KOMIIBIOTEPHYIO TOMOTpaduIo.

HecmoTpst Ha BO3MOXXHOCTH BH3YaJH3aIHH C
nomoupr0 MPT xapakrepa moOpa)keHUsS U BOBIE-
YEHHOCTH B MATOJOTHYECKUN IMPOIECC OINpeIeeH-
HBIX MO3TOBBIX CTpYKTyp nuaraoctuka HJI3 ITHC
BCE ellle BBI3BIBACT 3aTpyIHEHHE y Bpaueld He
TOJILKO OOIIel MPakTHKU U CEeMEWHOW MEIUIINHBI,
HO W y HeBpoJsioroB. Hepenko oOHapyxenue MPT
MATTEPHOB, XapaKTEPHBIX U1 HAKOIJICHHUS MeTal-
JIOB TpakTyeTcs Kak HapylIeHHe OOMeHa MeIH
(6one3np Buiancona-KonosanoBa). Bmecte ¢ tem,
MpH OOHAPYKEHUH ITHUX MATTEPHOB JU(hEpeHIIH-
IBHBIA TMAarHO3 HE0OXO0AUMO MPOBOIUTH C APYTH-
MU HapylIeHUSIMH OOMEHa METaIJIOB — OOJIC3HBIO
Tannepropnena-1lInaria, TOkCHYECKUM MOpaKEHUEM
MapraHIiioM, peIKUMH HapyIIeHUIMH 0OMeHa JKeJie3a.
[Ipy »TOM BaKHO YYHTHIBaTh BCE KIMHUYECKUE
TIPOSIBIICHUSI, JAWHAMHUKY pPa3BUTHSA 3a00JeBaHMUS,
TIOCJIE/I0OBATENIbBHOCTE BO3HUKHOBEHHS CHMIITOMATH-
KH, XapakTep mNpeoOnagaHusi CHUMIITOMOB: IHpa-
MUJHOTO, JKCTAllMPaMHJIHOTO, MO3)KEYKOBOTO,
BEreTaTUBHOW  HEJIOCTATOYHOCTH, KOTHUTHBHO-
MHECTHYECKUX HapyLICHHUH, JTOKAIN3alUI0 HaKOII-
JICHWsI METajlla, JaHHbIe OMOXMMHYECKOTro o0cie-
noBaHUA (MeIb, IEPYJIOIIIa3MUH, >KelIe30 KPOBH,
SKCKpelus Meau B CyTOYHOH Moum). Mcmonb3oBa-
HUE MOJIEKYJISIPHO-TEHETUYECKUX METOJIOB 3Hauu-
TENBHO PACHIMPSIOT BO3MOXXHOCTH JIUATHOCTHKHU
3THX 3a00JIeBaHUH, OJTHAKO, HE BCErJa IMO3BOJSIIOT
UACHTH(QUIINPOBATE MyTALIUIO.

Cpenn H/I3, conpoBoxaaromuxcsa HapyLLEHU-
eM oOMeHa MerayuioB, 0Ooje3Hb Buiascona-Kono-
BajoBa (bBK) sBmsercs onHoli u3 Hambomee
yacTo BeTpedaromuxcsa. Ee gacrora 1-2 ciyyas Ha
100 000. 3abomeBaHme HaCIETyeTCS ayTOCOMHO-
peneccuBHo. Ommcano Oonee 100 MyTanmii reHa
BBK, pacnonoxxenHoro Ha 13 xpomocoMme U KOAM-
PYIOLIEr0 CHHTE3 MeIb-TpaHcnopTHOW ATda3bl.
bonesns Buiibcona-KoHoBanioBa MMeeT BbIpakeH-
HBIH KIMHUYECKUH MOIMMOpPPU3M, UMEET Mporpe-
MUCHTHBIA XapakTep TEUCHHWS C BOBJICUCHHEM B
natonorudaeckuid mporecc ITHC, mewuenu, oprana
3pEHUs, SBISIETCS MPUYMHOMN JBUTaTENbHBIX Hapy-
HICHUS W CTOMKOM WHBAIMAM3ALUU OOJNBHBIX.

Kuiniuna renetuka i nepunaranbHa aiarnoctuka Nel (6) (2019) 39



KJIHIYHI CIOCTEPEXEHHS

CBoeBpeMeHHasl TUarHOCTHKA 3a00JIeBaHMs TI03BO-
JIIET pa3paboTarh HWHAWBUAYAJIbHYIO TaKTHKY
BEJICHHUS C YYETOM NaTOTCHETUYCCKUX MEXaHU3MOB
Pa3BUTHS TATOJNOTHUH, CHU3UTh WHBAIAIN3AINIO U
YAYUIIATh KAYECTBO XKU3HU OOJBHBIX.

Ceromas Mbl Bce yarie HaOmonaem (eHOMeH
CUHTPOIIHH, KOTJa Y OTHOTO OOJIBHOTO BBISBIISIOT
KOHTJIOMepaTr Ooyie3HeH, Kakaash M3 KOTOPBIX BHO-
CUT CBOU BKJIaJl B peaju3allii0 KIMHHUUECKOW Kap-
TUHBl TIATOJOTHH, YTO HEpPEAKO 3aTpyaHSeT ee
IUarHOCTHKY. B KkadecTBe mpuMepa MPUBOIUM
HaIlle HaOJIoICHHE.

Hens — n3yunth ocobennoctu Teuenus bBK B
COYETaHWU C TEeMOXPOMAaTo30M U pa3paboTKu
WHMBUIyaJIbHOW TAKTUKU BEICHUSI.

Matepuaanl u Metoabl. Cpeau 11000 Bmep-
Bble oOparmBmmxcs mnamnuweHntoB B 2016r BBK
IUarHocTupoBaHa y 1 0GompHOTO. MCcmonms30BaHb
KaK KJIACCHYECKHEe, TaK U COBPEMCHHBIC METOJbI:
COMAaTOTE€HETHYECKOE WCCIIENOBAaHUE C CHHIPOMO-
JIOTUYECKUM ¥ KJIMHUKO-T€HEAJOTHYECKUM aHaJH-
30M, OMOXMMHYECKUE, MOJICKYJIIPHO-TEHETHYECKUE,
ANEKTPO(PHU3NONIOTHYSCKUE, YABTPA3BYKOBBIC Me-
tonel, MPT rtonmoBaoro mosra u CKT OpromrHoi
MTOJIOCTH.

PesyabTathl u 00cy:KIeHne:

[Mauuent A, 25 net, HanpasieH B MCMI'LI-
HP(O)3 mmsa yrouHeHus nuarHosa. JlmarHo3 mpu
HarpaeieHun: ['enaronepeOpaibHas JereHepanus —
0one3n» Bunbcona-KoHoBanoBa, qpokarenbHO-pH-
runHas popma ¢ SKCTpaupaMUIHBIMA, aKHHETHKO-
PUTHUIHBIM, aCTCHUYECKHUM CHHIPOMOM. XPOHUYEC-
KHIi TeIaTUT B CTAINH MIEPEX0/Ia B IIUPPO3.

[Ipy mepBUYHOM OOpaIIeHUH TPEABSIBISII
KaJI00bI Ha MBIIIEYHOE HANpsHKEHHE, CKOBAaHHOCTH
B TeJIe, HApPYIICHUE PEUH, 3aTPYAHCH aKT TJIOTaHUs,
CIIFOHOTEUEHHUE, TOTIepXUBaHUE TIPH ee, W3-3a
CKOBaHHOCTH HCTBITHIBACT 3aTpyJHEHHE TIIPH
X0J1p0€, YacTO CIOTHIKAETCS, MajaeT, OCCHOKOUT
CIacTHKa BO BCEM TeJie, HapYIICHHE CHA, 3aJI0KCH-

HOCTb HOCA, 3aTPyTHEHHUE IBIXaHUS M3-3a OTEUHOC-
TH HOCOTJIOTKH.

Amnamues 3a0oneBanus. Cuuraer ceOst GOIBHBIM
¢ Hadana 2015 roma, Koraa MOSBHIIOCH OIIYIIEHUE
XPOHHUYECKOH yCTanoCcTH. DTOMY HpeIIIeCTBOBAIN
TTOBTOPHBIE CTPECCOBBIE CUTYALINH.

B aBrycre 2015 roma rocnuranu3upoBaH B
TEpaNeBTUYECKUM CTAllMOHAP, YCTAHOBIICH JHUar-
HO3: XpOHUYECKUI HEKAJIBKYJIE3HBIN XOJIELIUCTUT C
JUKBII mo runoMoTopHOMY TUIy € OOJEBBIM H
JUCIIEIICUYECKUM CHHIPOMAaMU B CTaauu 00OCTpe-
HUsl. XpOHUYECKUN MOBEPXHOCTHBIN racTpOLyoOe-
HUT C MIOHM)KEHHOH KHUCIOTOOOpasyromeil GyHKuu-
eil xemynka B crtagum oboctpenus. CrieHome-
ranus. CuHApoM mopTaiabHON runeprenzud. D11
II cT. MO rUNEPTOHNYECKOMY THILY.

HecmoTps Ha mpoBOAMMYIO TEpamMio COCTOS-
HUE yXy[IIIaloch, NOSBUIACH CIa00CTh, [1OaBIICH-
HOCTb, CHM)KEHHBIH MCHXOIMOLUUOHAIBHBIN (HOH,
NPUCTYIBI TAHUYECKUX aTaK, TpeBora, 0eCCOHHMLA.

Ilocre BBIMMCKH COCTOSIHME HE YIyYIIWIOCH,
HApOCIH CabOCTh, MOJABICHHOCTh, CHUKEHBIN
MICUXO3MOLUOHANBHBIN (POH, MPHUCTYNBI MMaHUYEC-
KHX aTaK, TpeBora, 0€CCOHHHLIA.

KoHCcynpTHpOBaH  HEBpOJIOrOM, IPOBEACHA
MPT royIoOBHOTO MO3ra, BBISBICHO HAKOIJICHUE
MeTaiia B 0a3anbHbIX sapax (puc. 1).

lNocriurammsuposan 21.09.2015 1. B HeEBpo-
JIOTHYECKYI0 KIMHUKY.

VYcraHoBineHn aumarHo3: [ematouepeOpanbHast
nIercHepanus — Ooiyie3Hh Bunbcona-KoHoBanoBa
(E 83.0), apoxxatenbHo-puruaHas Gpopma, ¢ IKCTpa-
MMPAMUIHBIM, AKUHETUKO-PUTHIIHBIM, acT€HUYec-
KUM CHHIPOMOM. XPOHHUYECKUH TENaTUT B CTaIuU
nepexoja B nuppo3. Hadara Tepanus KynpeHWIOM
U [IUHKTEPaJIoM.

Ha ¢one Tepanun yxyammiocs obuiee cocTo-
SHUE, MTOSIBWICA TPEMOP, MBIIIECYHOE HANpsKCHHE,
CKOBaHHOCTb.

Puc. 1. MPT rojoBHOro Mo3ra — HaKOIICHHE METaJlIa B 0a3abHbBIX Sapax
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[Ipu oOciemoBaHUN BBISIBICHO CTOWKOE CHH-
YKEHHE LEPYIOIUIa3MHUHA B KPOBH.

Ha ¢one wmenpaneMuHupyronieii Tepanuu
SKCKpelMsT MeOd B CYTOYHOW MoOue CcOCTaBuiIa
107 mmoutb/n (HopMa 110 60).

B nexabpe 2015 roxa B cBsi3u ¢ HeIPDEKTHB-
HOCTBIO KyINpeHW1T ObUI 3aMEHeH Ha YHHTHOI,
npoBenieHo 28 uHbekiui. [locne Kypca yHuTHONA,
COCTOSIHME 3HAYUTENBHO YXYAIIWIOCH: HapyIlIu-
JIach pedb, CTal MCHOBITHIBATH 3aTPYIHEHUE MPU
[JIOTAHUM; MOSABWIOCH CIIOHOTEUYEHHE, HapOCIU
MBIIIEYHOE HANpsDKEeHHe, CIHAacTUKa, IOSBUIOCH
3aTpyAHCHUE JIBIXaHUS.

B cBs13u ¢ HapacTaHMEM OTEYHOCTHU HOCOIJIOT-
KM, 3aTpyAHEHUEM Jbpixanus B (peBpane 2016 roma
OBUT TOCIIUTAIM3UPOBAH B OT/ICJICHUE WHTCHCUBHOM
Tepanuy, NPoBOAUJIACH Tepallus, HAIlPaBICHHAS HA
KynupoBaHuEe ajuiepruyeckol peakiuu. Ilocie
BBIMMCKHA HA3HAYCH THOCYJIb(AT HATPUSL.

B cBs3u ¢ HEIPPEKTUBHOCTHIO MPOBOIUMOM
Tepanuy, OTPUIIATSTLHON TUHAMUKOW 0OpaTHIICs B
LenTp A1 yTOUHEHUS TMarHo3a.

W3 anamHe3a >KM3HU W3BECTHO, UYTO POIUICS
oT § OepeMEeHHOCTH, IPOTEeKaBIIel Ha JOHE YTPO3bI
MpEPBIBaHUs, POBOJMUIIOCH TEPANUS B YCIOBUAX B
CTalMoHapa.

Pomer B 39-40 Hemenmb, (u3HONOTHYECKHE.
Macca nipu poxxkaenuu 3200 rp, poct 51 cMm. Drarbl
IICUXOMOTOPHOTO Pa3BUTHA - COOTBETCTBEHHO
Bo3pacTy. Ha ecrecTBeHHOM BCKapMIIMBaHUH J0 3
JIeT.

N3 mepeneceHHBIX 3a00JICBaHW OTMEYacT:
BETPSHYIO OCITy, KOXHBIC BBICHIIIAHUS, KOTOPHIC
ObUTH pacIieHeHbl Kak amreprusi, yacteie OPBU,
noxHbIM kpyn. B 15 ner UMT, ¢ mocnenyroieit
raliMOpOTOMHUEH.

B ¢denotume: rumommmust, BepaXXeHHAsS THITO-
KUHE3Us, HapyIICHHEe MOIYJIAIUA pPEYu; pedb
MEJIEHHAs] ¢ THYCAaBbIM OTTEHKOM, THICPKUHETH-
YEeCKUH S3BIK, CIFOHOTCUCHHE, JITKMI HEITOCTOSH-
HBII TPEMOpP HAIBLEB PYK, IEPUOAUUECKUN JTETKUI
TPEMOp TOJIOBBI, MOBBIIICHHE TOHYCa MO IUIACTH-
YECKOMY THITY, PUTUTHOCTD, OTCYTCTBHE CHUHEPTHH
IpH  XOAb0E, MPaMOPHOCTh KOXH, aKpOIIMaHO3
KOHEYHOCTEH.

KnuHuko-reHeanornyeckuii  aHajan3 BBISIBUI
OTSTOIICHHOCTh POAOCIOBHOM PENPOAYKTUBHBIMU
MIOTEePSIMH,  CEPIIEYHOCOCYAUCTON, KapIruOBacKy-
JIIPHOM ¥ OHKOJOTHYECKOM MaTOJIOTUEN.

HeBpomormuecknii cratyc: oOpaimiaer BHHUMa-
HUE TUIIOMUMUS, BBIpaKeHHas runokuHe3us. Hec-
KOJBKO HE JOBOAMT TJIA3HBIE SIOJOKH KHapyKH.
Hapymenne mMoaynsiuu pedd; pedb MeajeHHas C
THYCAaBbIM OTTEHKOM. [ MIEPKUHETUYECKUU S3BIK.
Cmonoteuenne. CumnToMm Hoiika ¢ AByX CTOpPOH.
CyxoxunbHble pediekchl 0e3 YEeTKOW pa3HHIIBI
ctopoH. [laronoruueckux - HeT. HyBCTBUTENBHOCTD
He HapylieHa. JIerkas WHTEHINS TIPU BBHIIOTHCHUH

nanblie-HocoBord TpoObl. [lepuogmueckn Jerkuit
TPEMOp TOJIOBBL. XOAUT MeJNKuMU mmaramu. Ilpu
X0/Ib0€ 00paIaeT BHUMaHUE PUTHIHOCTb, OTCYTCT-
BUe cuHepTruu. He MoeT IuTenbHO CHUIETh.

JlaHHBIE 00CTICIOBAHUS:

Lepynoruasmua kposu — 0,012r/m  (HOpMa
0,200-0,600)

— Menp kpoBU- MeHbIIe 1.6 MKMOJIB/I (HOpMa
11-24)

— Knnaunveckuil aHanm3 KpoBH - T€MaTOKPUT —
51 (mopma 49,00), cpennHuii pasmMep IPUTPOIUTA —
104,3 fl (mopma 99,00), cpemHsisi KOHIEHTpAIUSI
reMorjaodnHa B 3puTpormTax — 294 r/m (Hopma
320,00).

— I'omorucrenH — 6,94 MkMoOIIB/11. (HOpMa)

— Burtamun B9 — 75,0 mmons/n (HopMa).

— Burtamun B12 — 0,228 umois/n (HopMa).

— bruoxumuueckuii aHaIu3 — MOBBIMIEHBI TOKa-
3arenu xene3a — 38,96 mMxmonb/n (Hopma 11,6-
31,3), ACT - 70,28 En/n (mopma 0-38), AJIT —
106,04 En/n (Hopma 0-41), xanbims — 2,52 MMOJIB/JT
(Hopma 2,15-2,5), obOmero Oemka — 82,32 1/n
(mopma 60-78), mokazarenu menodHon Gocdarassl,
o0IIIero XoJjecTeprHa, TIIOKO3bI, TPUIIHLIEPHIOB,
MOYEBUHBI, MOUEBOW KHUCIOTHI, Qochopa, KpeaTu-
HUHa, KpeatuHkuHa3bl, JIJII', oOmero ounmpyouHa,
I'TT, anpOymuHa B mpezenax peepeHTHBIX 3HaUe-
HUH.

— JIHK muarnoctuka 0onesnn Bubcona-Kono-
BaioBa — reH ATP7B momumopdusm His1069GIn
HopMa, red ATP7B nmomumopdusm delC3404 Hopma,
red ATP7 nonmumopdusm Gly126Arg HOpMa.

— CyTOUYHBIN aHANIW3 MOYHM — OOBEM MOYH 3a
cytku 3,000 1 (Hopma 1,0-2,0), KpeaTHHUH MOYHU
1,91 r/cytku (HOpMa), Kanbuuit Moun 4,17 MMoib/
cyTku (Hopma), pocodp mMoun 1 46,8 MMONB/CYyTKH
(Hopma 12,9—40), moueBuna mouu | 744 mMmonb/
cyTkn (HopMma 333-583), MoueBas KHCJIOTa MOYH
15,1 mmone/cytku (HOpMa 1,48-4,43), okcHITpOIMH
moun T 123 wmr/cytkm (Hopma 11,2-38,6), ['AT’
moun 18 Ex LIIX (HOpMma).

—Ta30Bas xpomarorpadus-mMacc-CreKTpoMeT-
pud yTpeHHeW Mouu-BbIsBIECHBI U3MEHEHUS MeTa-
00JHUTOB:

— HegocraTouHocTH B3, Mg

— HEJIb3s UCKJIFOUUTh TIOHUKCHUE TIIUIMHA.

— CKpUHUHT-TECT MOYH — Tpoba Ha MPOIUH
MOJIOKUTENbHAs, OCTaJbHBIE TIOKa3aTelIn B Ipejie-
nax pedepeHTHBIX 3HAYCHHUI.

— lobamur xpoBu — 0,09aMONB/T (HOpMA).
CepoToHuH KpoBH — 1,08 MKkMOJIB/1 (HOpMa)

—VY3U opraHoB OpromrHOW TOJOCTH-IEdOp-
Manus >xkeayHoro mysseips. Ilpusnakun JPKBII no
TUTIOMOTOPHOMY THUIY, XOJICIUCTHTA. YMepeHHas
CIUTEHOMET AT

— Y3U nouek — ABYCTOPOHHUH TMIPOKAINKO3
(wameukn 8 mM). HanamodeuHWkw HE BU3yalIH-
3UPYIOTCA.
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VY3U opraHoB OpIOITHON TOJIOCTH B THHAMU-
K€ — TIe4eHb +1CM, YyMEpEHHO MOBBIIIEHHOW 3XO-
IJIOTHOCTH, MPHU3HAKH MOPTAIbHOM THIEPTEH3UH.
Jedopmanus, yIUIOTHEHHE CTEHK, OCAZO0K B JKed-
HOM my3bIpe. [Ipu3Haku maHkpeaTonaTuy.

—VY3U mouek B IMHAMUKE — BETBUCTBINA THII
ctpoeans YJIK. Merabonmndyeckne W3MEHEHUS
(Bxrouenus 3 MM). HagmodeuHuky He yBENHYESHBI.

—BDXX aMHHOKHCIOT KpOBHM — TIOBBIIIEH
YPOBEHb METHUOHMHA, CHI>KEH LIUCTUHA.

— JlaktaTt xpoBu — 2,3 mmons/a1 T (Hopma 0,2-
2,2)

— MonekynsipHO-T€HETHUECKOE HCCIeI0BaHUE
ONIMMOP(HBIX BapUaHTOB T'€HOB CHUCTEMBI (ojat-
HOTrO 1MKJa — ycTaHoBjieH reHorun: red MTHFR
677 CT (annens pucka), reH MTRR 66 AG (amiensb
pucka), reH MTR 2756 AG (aiens pucka).

— JIHK nuarnoctrka remoxpomarosa. Pesynbrart
MOJICKYJISPHO-TEHETUIECKOTO ~ WCCICNOBAHUS  —
MalKeHT sBIsAeTCA HocuTeneMm myTtauuid C282Y u
H63D rena nacnencrsentnoro remoxpomarosa (HFT).

Ha ocHOBaHMM MOTy4YEHHBIX JAHHBIX OBLI BHIC-
TaBjeH auarHo3: CodeTraHHOE HapylleHHe oOMeHa
meTtayuioB: bonesnsr Bunbcona-KonoBanoBa u
reMOXpoMarTo3, OOYCIOBJICHHBIH T'eTepO3UTOTHBIM
HocutenbcTBOM MyTtanuii C282Y u H63D rena
HaCJIEJICTBEHHOTO TeMoxpomaro3a. Hapymienne 00-
MEHa CEpOCoAepKallUX AMUHOKHUCIOT. BTopuuHas
MUTOXOHIpUanbHas auchyHkuus. [lomumopduszm
resoB MTHFR 677 CT (amnens pucka), MTRR 66
AG (ammems pucka), MTR 2756 AG (amnensb
pucka). OnureHeTndyeckas 00JIe3Hb.

Pa3zpaborana wHAMBHIyallbHAS TAKTHKA Belle-
HUS C YYETOM BBISBJICHHBIX META0OIIMUYECKUX HAPY-
IeHUH, KOTopas Jana TOJOKUTEIBHBIH dPdeKTy-
YMEHBIIIIIIACH CIIACTHUKA, CIFOHOTEYCHHUE, CIa00CTh,
YTOMIIIEMOCTb, Jy4ILE CTal XOIUTh, Pa3rOBapHUBATh,
YIy4IIMJIACh MOIYJIALIMS PEUYU, YLOUIO COCTOSIHHUE
JETIPECCHUH, TPEBOTH, CTAI00JICe aKTUBHBIM.

O6cyxnenue. OcoOEHHOCTHIO JaHHOTO HAaO-
JIOACHUS SIBUJIACh IMMO3MHSS MaHudecTanus 3a0o-
neBanus. [lepBbIMM TIpPHU3HAKAMH, KOTOPOro ObLia
MUTOXOHJpHUaIbHass AUC(YHKIMS, pa3BUTHE Tera-
TOJIMEHAJILHOTO CHHIPOMA C MOPTAJIbHOU THUIlep-
TEH3UEe M LUpo3a C MOCICAYIOIIUM pPa3BUTHEM
HEBPOJIOTMUECKON CcUMNTOMAaTUKU. [IpoBeneHue
MPT rosioBHOrO MoO3ra BBISIBUJIO HAKOIUICHHUE
MeTauia B 0azambHBIX sapax. CodeTaHue mopaxe-
nus neuenu, [IHC u xapakTepHO# KapTHUHBI TOpa-
JKEHHs TOJ0BHOTrO Mo3ra Ha MTP nano ocHoBaHue
HEBpOJIOTaM 3arof03pUTh HapylleHne oOMeHa
Menn-6one3ns Buibcona-KoHnoBaoBa 1 Ha3HAYUTH
MEJIbIIEMUHUPYIONTYI0 Tepanuio. OIHAKO TaHHBIN
MarHo3 He ObLT Ha HAaYaJlbHOM JTare IMOATBEPK-
JeH OMOXUMIYECKUMHU HCCIIEAOBAaHUSIMU- UCCIIEN0-
BaHHE SYKCKPEIMH MeAu OBUIO MPOBEACHO Ha (oHe
npuemMa KynpeHuna. Bmecte ¢ TeM, HazHaueHHE

KyIPEeHWIa HE 1aJI0 OKUAaEMOTO IOJIOKUTEIEHOTO
a¢dekra, oTMEUeHa OTpHUIATENbHAS TUHAMHKA C
OBICTPHIM HapacTaHWEM HEBPOJOTUYECKONH CUMITO-
MaTHKH, 9YTO TpeOOBaloO NPOBEACHUS OIIOJHH-
TenpHOTO oOcienoBanusd. [Ipu mepBuyHOM OOparie-
Huu manuenta B MCMI'L-IIP(O)3 auddepenm-
ANBHBI JWarHO3 TPOBOAWICS MEXIy OOJEe3HBIO
TlanmnepBopnena-Illnarna, OGonesnpo Buibcona-
KonoBanoBa u HapylieHHEeM HEHPOTPAHCMHUTTEPOB.
Y4uuTeIBas OTCYTCTBHE XapaKTePHBIX OMOXUMHUYEC-
KHX MapKepOB BOBJICUEHHOCTH B MATOJOTHYECKUI
mporecc oOMeHa MU, IPOTUBOPEUUBBIC PE3YIIb-
TaThl O(TATBMOCKOIUU JUArHO3 0oJe3Hu Buib-
cona-KoHoBajoBa OBUT COMHHTENBHBIM, OJHAKO,
JIOKaIU3alusl OTJIOKEHHsT MeTalula B Oa3alibHBIX
TaHTJIMSAX TOJIOBHOTO MO3ra TpeOoBaja MCKIFOUCHHUS
aTunaHO opmbl 3a0oneBanus. [l MCKITFOUSHUS
HapyImIeHuss OoOMEeHa Mead OBIIO0 PEKOMEHIIOBAHO
UCCIeZIOBaHWE YPOBHEH MeOu M LepyJoIuIa3MHHA
KPOBH, JECKPENMd MeAW B CyTOYHOW Moue. bwima
nposeneHa JIHK amarnocTtuka 6ose3un Buimscona-
KonoBanoBa, koTopas He HOATBEpAWIA THUArHO3.
[Ipu aTOoM cieayer OTMETHUTh, YTO OBUIM HCCIIC-
JIOBaHBI TONLKO TPH MOIUMOp(HU3MA, ACCOIMHPO-
Banmaele ¢ BBK, a »T0 He wmckmodaer Hammunue
Ipyrux Myraquii. Bmecte ¢ TeM, B MOCIEAYIOMUX
OMOXMMHYECKUX aHall3aX OCTaBAJCS HHU3KUM
YpOBEHb IEpYJOIDIa3MHHA KPOBH H  BBICKHH
YPOBEHb JKCKPEIIUU MEIW B CYTOYHOH MOYE, UTO
sBigercs mnartorHomMoHuuHbiM st BBK. Ilpm
o0ciieroBaHAN MBI Tak XK€ OOpaTHIN BHUMaHHE Ha
MOBBINICHNE YPOBHS JKeJie3a B KPOBHU Yy MAIlUEHTA C
COYETAaHHWEM TMATOJIOTMM TenaTOOMIHApHON CHCTe-
Ml 1 IIHC. [ng uckiIroueHHs HACISICTBEHHOTO
reMoXpoMaro3a OBII0 PEeKOMEHIOBAHO IPOBEIEHUE
JAHK muarsHoctuku maHHOTO 3a0oieBaHus. Pe3ymb-
TaT MOJIEKYJSIPHO-TEHETHYECKOTO HCCIIETOBAHUS
MOKa3aJ, YTO TAIUEHT SBISAETCS HOCHTEIEM MYy-
tanud C282Y m H63D rena HaclneACTBEHHOTO
remoxpomaro3za (HFT). Coueranue rerepo3uror-
HOTo HocutenabcTBa Mytauuid C282Y u H63D rena
HFT sBnsercs oaHoW M3 penkux (GopMm HacleACT-
BEHHOT'O reMoXxpomaTo3a. BhIsiBIeHHBIE y JAaHHOTO
MaIeHTa HapylleHne OOMEHa CepocoJiepKaInx
aMUHOKHCIIOT, BTOPUYHAS MUTOXOHIpHATIbHAS THC-
¢ysknus 1 nomumopdusm renoe MTHFR 677 CT
(ammens pucka), MTRR 66 AG (amnens pucka),
MTR 2756 AG (amnenp pucka) maad OCHOBaHHE
TOBOPUTH O CHHTPONUHU U 00 DSMHUTEHETUICCKOM
XapakTepe MaToJIOTMU U BHICTaBUTH auaruos: Co-
YeTaHHOE HapylleHne oOMeHa MeTaioB: boiesHs
Buibcona-KoHoBanoBa U reMoXpoMaTo3, 00yCIIoB-
JICHHBIA T€TEPO3UTOTHBIM HOCUTEIHLCTBOM MYTAIUil
C282Y u H63D rena HacneACTBEHHOTO IeMOXpo-
MaTto3a. Hapymenme oOMeHa cepocoepKammx
aMUHOKUCTIOT. BTopuduHas MHUTOXOHIpHAIbHAS
muchynkimsa. [Homumopdusm renoB MTHFR 677
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CT (ammems pucka), MTRR 66 AG (aymens prcka),
MTR 2756 AG (amnens pucka). DUUTCHETHYCKAS
00JIC3Hb.

BoBIIeYeHHOCTh 3MUTEHETHIECKUX MEXaHM3-
MOB B Pa3BUTHU MATOJOTHH, HAJTMYUE CUHTPOIIUU —
couetanue — Oonesnn Bunbcona-KonoBanosa,
HACJIEJICTBEHHOTO TeMOXPOMaTo3a, HapyIIeHus 00-
MEHa CEpOCOJepKaINX aMHHOKHUCIIOT, SHePTreTHY-
€CKOro 0oOMeHa HECOOTBETCTBHE HAa3HAUYCHHOH pa-
Hee TeparuH, 110 HallleMy MHEHUIO, JIS)KUT B OCHOBE
OBICTPOTO TIPOTPECCHPOBAHUS TpoIlecca, TPHUTTE-
pOM KOTOpPOTO BBHICTYNHJ JJINTEIBHBIA CTpeEcC.
YTouHeHHE XapakTepa MAaTOJOTHH, KOPPEKIUSI
MEIB3IEMIHUPYIOIIEH Teparmuil W BBISBICHHBIX
METa0OMUYECKUX HAPYUICHUH OCTAaHOBWIINA TIPOT-
peccupoBaHUe Mpoliecca, 3SHAUUTEIFHO YMEHBIIUIN
KIIMHUYECKHE HEBPOJIOTHUYECKUE TIPOSIBICHUS 3200-
JIEBaHUs, YIYUIIIA KadeCTBO JKU3HU OOJIEHOTO H
CEMBH.

Hamr ompeIT moOKa3piBaeT, YTO TpaBUIIbHASA
OTICHKA KaJI00, aHaMHe3a, THHAMHUKHN Pa3BUTHUS 3a-
0oJieBaHMs, KIMHUYECKON KapTHHBI, OHOXUMHYEC-
KUX Tokazarenei, nanHeix MPT romoBHoro mosra
U WCIONB30BaHUE  MOJEKYJISAPHO-TEeHETHUECKUX
METOJOB JTMATHOCTHKH ITO3BOJISET YTOUYHUTE XapaK-
TEp TMAaTOJIOTUH, pa3paboTaTh WHIUBUAYAIBHYIO
TAaKTUKY BEIIEHH:, HAIpPaBICHHYIO Ha KOPPEKIUIO
BBISIBIICHHBIX M3MEHEHUH, JOOUTHCS CTAOMIIA3AITIHI
mporecca U perpecca HEBPOJIOTHYECKOW CHMIITO-
MAaTHKH.

BbIBOJbI
Taxum 00pa3oM, CBOEBPEMEHHAsA TUarHOCTHKA

HeUpOoIeTeHEPATUBHBIX 3a00JIEBaHUN C HCIIOIH30-
BaHWEM KaK TpaJuIIUOHHBLIX, TaK U COBPEMCHHBIX

IO.F. I'peuanina, JI.B. Monooan, O.A. 3abenina

METO/I0OB BO3MO’KHA, OHa IIO3BOJIET pa3paboTarh
WHAMBHUYabHYI0 TaKTUKY BEAEHUS OOJBHOTO C
Y4ETOM IaTOI€HETUYECKUX MEXaHU3MOB Pa3BUTHL
MATOJIOTHH, YIYYIIUTh Ka4eCTBO JKU3HU IALIUEHTA,
CHU3HUTH YPOBEHb HHBAIWIU3ALHUH.
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BUITAJJOK INOPYIIEHHS OBMIHY METAJIIB — XBOPOBHU BIVIbCOHA-KOHOBAJIOBA Y
HNOEJHAHHI 3 TEMOXPOMATO30M, ObYMOBJIEHHUM I'ETEPO3UTI'OTHUM
HOCIMCTBOM MYTANIM C282Y 1 H63D 'EHY CIIAJIKOBOI'O TEMOXPOMATO3Y

Pe3tome. B crarti mpencraBieHWi BUTMAAOK IMOPYIICHHSA OOMIiHY MeTalliB — XBOopoOW Buiscona-
KoHoBanoBa y moejHanHi 3 reMoXpoMaTo3oM. MeToro poboTu Oyno BUBUUTH ocoOmuBocTi nepediry BBK y
MO€AHAHHI 3 TEMOXPOMATO30M JUIA PO3pOOKH iHAMBIAYyanbHOI TAKTUKK BeneHHs. [lokazaHo, 10 mpaBUiIbHA
OIliHKa CKapr, aHaMHe3y, TUHAMIKN PO3BUTKY 3aXBOPIOBaHHS, KIIHIYHOI KAPTHHHU, OI0XIMIYHAX TTOKa3HUKIB,
nannx MPT TONOBHOrO MO3KYy Ta BHKOPHCTaHHS MOJICKYJIIPHO-TCHETHYHUX METOJIB JIarHOCTUKU
JIO3BOJISIIOTh YTOYHUTH XapaKTep MaToJIOTii, po3poOUTH 1HIUBIAYyadbHy TAKTHKY BEIEHHS, sIKa CIIPSIMOBaHA
Ha KOPEKIIil0 BUABIEHUX 3MiH, JJOMOTTHCS CTabuTizalii mporecy i perpecy HeBpOIOTridHOI CHMITOMATHKH.

KmrouoBi ciaoBa: xBopobOa Binscona-KoHoBanoBa, mopymieHHS OOMiIHY METaliB, CHHTPOIIis,
reMOXpoMaro3.
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KJNIHIYHI CIMNOCTEPEX>XEHHAS
Yu.B. Grechanina, L.V. Molodan, A.A. Zabelina

THE CASE OF A COMBINED METAL METABOLISM DISORDER - WILSON-KONOVALOV
DISEASE AND HEMOCHROMATOSIS CAUSED BY HETEROZYGOUS CARRIAGE OF C282Y
AND H63D GENE MUTATIONS OF HEREDITARY HEMOCHROMATOSIS

Summary. The article presents the case of a combined disorder of metal metabolism - Wilson-
Konovalov disease and hemochromatosis. The aim of the work was to study the features of Wilson-
Konovalov disease course in combination with hemochromatosis for the development of individual
management. It has been shown that correct assessment of complaints, anamnesis, disease dynamics, the
clinical picture, biochemical values, brain MRI data and the use of molecular genetic diagnostic methods
make it possible to clarify the nature of the pathology, develop individual management aimed at correcting
the revealed changes, achieve stabilization of the process and regression of neurological symptoms.

Key words: Wilson-Konovalov disease, metabolic disorders, syntropia, hemochromatosis.
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