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Pesiome

BBepgeHwme. bonesHb BunbcoHa — KoHoBanosa (BBK) — HacneactBeHHoe HelipomeTabo-
nuyeckoe 3aboneBaHue, NPU KOTOPOM MPOUCXOAUT HAaKoMeHNe Mean B PasfnyHbIX Op-
raHax u cuctemax. lMaumeHTam HasHavyaeTCcA NOXMU3HEHHasA Tepanusa C Lenbio yaaneHua
136bITOYHO HAKOMMBLLENCA MeAM 1 HOpManu3auum ee obmeHa.

Lenb. OueHnTb No6oYHble 3PPeKTbl MeAbaNTMMUHMPYIOLLEN Tepanuun nauymeHToB ¢ BBK,
KoTopble npoxoannu nedyeHne B PHIL HeBponorum n Henpoxmpyprun.

Matepuanbl n metogapl. [lpoBefeHbl oLeHKa NO60YHbIX 3DEKTOB MeAb3ANMUHNPYIO-
wen Tepanun y 83 (100%) NnaumeHTOB C HEBPONOrMYecknumm npoasneHuamn bBK, guHamu-
YeCKMI KOHTPOSb KIMHMKO-TabopaTopHbIX MOKa3aTenen.

Pesynbratbl. [To60uHble 3bdeKTbl Tepanuu BoisiBneHbl y 30 (36%) NauneHToB, U3 KOTO-
pbix y 21 (25%) — nporpeccupoBaHne HEBPONOINYECKNX CUMMATOMOB Ha GOHe npuema
neHuumMnnamuHa, y 12 (14%) - gppyrvie nobouHble sdpdekTbl Ha poHe Nprema neHMLuIna-
MWHa unu cynbdarta LMHKa.

3aknioueHune. HecMoTps Ha coBpeMeHHble 3$PEKTVBHbIE METOAbI ANArHOCTMKA U Tepa-
nun, BBK cnoXHo agnarHocTnpoBaTh 1 CNOXKHO NeunTb. MoboUHble 3¢PeKTbl MeabINUMK-
HUpYIoLWen Tepan UMEeIOT LMPOKNIA KNMHNYECKUIA Arana3oH 1 MOTYT NpeacTaBiATb Co-
601 yrpoxatoLune ans XnsHu cCoCToAHUA. ITo TpebyeT CTPOroro AUHaAMUYECKOTO KOHTPO-
NA KNNHUKO-NabopaTopHbIX NOKa3aTesiel, a TakKe KOMMIAaeHTHOCTY NaLMEHTOB.
KnioueBble cnoBa: 6one3Hb BunbcoHa — KoHoBanoBa, Tepanua, NeHULWUAIAMKH, CONU
LMHKa, No60oYHble 3bdeKTbI
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Abstract

Introduction. Wilson — Konovalov’s disease (WKD) is an inherited neurometabolic disorder
that results in excessive copper deposition in various organs and systems. Patients should
be treated for lifelong to remove excess copper and normalize its metabolism.

Purpose. Evaluate the side effects of copper-eliminating therapy in patients with WKD.
Materials and methods. The side effects of copper-eliminating therapy in 83 (100%)
patients with WKD were assessed, dynamic monitoring of clinical and laboratory
parameters was carried out.

Results. Side effects of copper-eliminating therapy were detected in 30 (36%) patients,
of which 21 (25%) patients had progression of neurological symptoms while taking
penicillamine; 12 (14%) patients had other side effects while taking penicillamine or zinc
sulfate.

Conclusions. Despite modern effective methods of diagnosis and therapy, Wilson —
Konovalov’s disease is difficult to diagnose and difficult to treat. The side effects of copper-
eliminating therapy have a wide clinical range and can be life threatening. This requires
strict dynamic monitoring of clinical and laboratory parameters, as well as compliance of
patients.

Keywords: Wilson - Konovalov’s disease, treatment, penicillamine, zinc salts, side effects

B BBEOEHWE

bonesHb BunbcoHa - KoHoBanosa (BBK) - pepnkoe HacnefactBeHHoe 3aboneBaHue ¢
ayTOCOMHO-PeLeCcC1BHbIM TUMOM HacNefoBaHUA, NPU KOTOPOM NPOUCXOAWT HapylueHne
obmeHa Melv 1 HaKoMeHWe ee B pa3fIMYHbIX OpraHax 1 cucTemax, 06yCc/IoBNEHHOE BPOX-
AeHHbIMW MyTaumamm reHa ATP7B.

BBK BnepBbie 6bina onvcaHa S. Wilson B 1912 rogy Kak daTtanbHblli CMHAPOM ceMeit-
HOW NIeHTUPOPMHON fereHepaLmn 1 LMppo3a neveHn BCieacTBMe HeM3BeCTHON Npuin-
Hbl. lMprmepHo Yepes 50 neT, nocne Toro Kak J. Cumings NpoAeMoHCTPUPOBas OTNOXeHNe
MeAW B MeyYeHn 1 rofIoBHOM Mo3re y naumeHToB ¢ BBK, 6binu npepnoxxeHbl KoMnnekco-
obpasyowme (xenatobpasytowre) nekapcreeHHble cpeactaa (J1IC) ana neveHus bBK. MNep-
BbIM 3¢ dekTnBHbIM JIC, ncnonb3oBaHHbIM Npy BBK, 6bin gumepkanpon. Aumepkanpon
BBOAWJICA BHYTPMMbILIEYHO, YBENIMUYNBa BbiBeAeHNEe Mean C MOYOM 1 faBan xopolune
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KNuMHMYeckune pesynbraTbl. OfHaKo ero Henb3sA 6blfo MCNONb30BaTb AJINTENIbHO BCieA-
cTBMe NobouHbIX 3PdeKToB, Pa3BUTUA BbLICTPOro NPUBbLIKAHWUA U YMEHbLUEHWNA KAVHU-
yeckon apdekTnBHOCTM [1].

B 1955 ropgy J. Walshe npegnoxunn neHuuunnamviH, NpMMeHeHMEe KOTOPOro Kapau-
HaJIbHO U3MEHUJIO CUTYaLMIO N CAENANo BO3MOXKHbIM KIMHUYECKOe BbI3f0POBIIEHME Na-
umneHToB. B pesynbrate BBK cTana nepsbiM HacneaCcTBEHHBIM HEPOMETAabONINYECKUM 3a-
6oneBaHVeM, MPY KOTOPOM ObiNo BHeaApeHO 3dpPeKTUBHOE NieyeHue [1].

OpHako BBK cnoXxHo grarHoCTMpoBaThb 1 CNOXHO NeunTb. CNOXHOCTY ANArHOCTUKK
06ycnoBfieHbl MyNbTUCUCTEMHOCTbBIO MOPAXKEHUSA U KNMHUYECKOW reTeporeHHoCTbH. MNog-
60p 1 TUTPOBaHMe nevyebHon fosbl JIC, HabnogeHne nauuneHTa ¢ bBK Takxe aBnaoTcA
CNOXHbIMK, M HECMOTPA Ha MMetowmecsa 3ddeKTNBHbIE MeTOAbl IeUeHUsA BCTPeYaTCA
CMepTeNbHbIe NCXOabl.

Mpwn BBK HakonneHne mean B opraHn3me HaunHaeTca ¢ poxkaeHua. OgHaKko N3BecTHO,
UTO BO3pPacCT Hauana 3aboneBaHUA WMPOKO BapbupyeT oT 5 Ao 50 net, nHoraa 6onbuie.
Bpems Hauana 3aboneBaHnA 1 KIVHUYECKUX MPOABIIEHN OYEHb OTIMYAETCA Y Pa3HbIX
nauneHToB. JTO YKa3biBaeT Ha CyLleCcTBOBaHME MOAMOULMPYIOWIMX FEHOB, KOTopble Ae-
TEPMUHUPYIOT NHAMBUAYASIbHBIA YPOBEHb TONEPAHTHOCTM K MeAU UM BO3MOXHOCTM ee
XpaHeHWA, N MOATBEPXKAAETCA OTCYTCTBMEM FEHOTUMNYECKU-GEHOTUNNYECKNX KOppensa-
LUUIA, KNMHUYECKOW BaprabenbHOCTbIO 1 NePeMEHHON NeHETPaAHTHOCTbIO [2—-4].

MNocTeneHHoOe HaKomnneHne Mean Ha KNeTOYHOM YPOBHE, TaK e Kak 1 gusperynauma
HYKJleapHbIX PELLENTOPOB, MATOXOHAPWANbHaA ANCPYHKLMA HA MOMNEKYNIAPHOM YPOBHE,
BeLYT K OKCMAAHTHOMY CTPECCY U HAaKOMJIEHMIO CBOOOAHBIX PAafMKaANoB, YTO MPUBOAUT K
rmbenn HepBHOW 1 NMeYeHOUYHON TKaHel, a TakXKe Apyrux opraHos [3-5].

HakonneHne meau B ronoBHOM MO3re BefleT K NMOABNEHNIO HEBPOOMMYECKUX U NCUXN-
yecknx cumntomoB. OTNIOXKeHKe Men B poroBuLe rnasa v obpasosaHue Konew Karnsepa —
Onewepa He COMPOBOXAAETCA CHUXKEHMEM 3peHMA. B KOHeUHOM nTore HakonneHue
Meaun 6e3 CBOEBPEMEHHOIO 1 afIeKBAaTHOTO JIeUeHWA NPUBOAMT K JIeTafIbHOMY MCXOfy.

JleueHne BBK ocywectBnaetca NoXU3HEHHO C LeNbio BbiBEAEHMA HAKOMMBLUEroca
n306bITKa Mefu 1 NpefoTBpalleHus ee HakoneHus. MNpexae Bcero HasHavyaeTca aueTa ¢
OorpaHnyYeHriemM NPOAYKTOB, boratbix Meabio.

Cywectyet e rpynnbi JIC ana neveHus BBK. NepBas rpynna — 310 komnnekcoobpa-
3ytowme J1C, ycmnmaatoLyme sKCKpeLnio Meiy C MOYOWN, K KOTOPbIM OTHOCUTCA NeHUUunna-
MUH. Bropas rpynna — conu umHKa, KOTopble HapyLIaloT BCaCbiBaHNE MeAU B XKeNnyJouHO-
KuweyHoMm TpakTe [1, 3, 6].

MavumeHTbl ¢ AnarHocTnposaHHon BBK AgomxHbl monyyaTb NepBOHaYanbHyK MHTEH-
CMBHYIO Tepanuio C Lefblo BbiIBEAEHMA HAKOMMBLLErOCA 130bITKa Meaun, Hopmanusaumm
ee GanaHca, BOCCTaHOB/IEHWA HeBponornyeckoro geduumnta, ctabunmsauum coctoaHuA
neyeHn. Hanbonee yacto Ha JaHHOM 3Tane Ha3HavaloTcA Komnekcoobpasytoume J1C.
O6bIYHO AaHHbIV 3Tan Tepanun anuTca 1-2 rofa, y NaureHTOB C BblpaXXeHHbIM HEeBPO-
nornyeckum gedurumTtom go 3 net. B nocnegytowem KnMHMYeCKM BbI3[OPOBEBLLVM NaLu-
€HTaM Ha3HayaeTcA NoaaepKuBatoLLee fieyeHne C Lenbio NpefoTBpaLleHnsa HapyLweHua
6anaHca megu. HasHayatoTca xenatopbl Meamn (NEHULMANAMUH) UK CONW LUMHKa. JaHHaA
Tepanua NPoOBOANTCA NOXU3HEHHO [1, 3, 6].

PopcTBEHHMKM nepBo cTeneHn poacTea (6patba 1 cecTpbl NauneHTa ¢ bBK) gomkHbl
npounTn obcnegoBaHve ana anarHocTrky BBK. Mpu BbIABAEHUN aCMMNTOMHbIX NaLMEHTOB
¢ BBK Ha3HauaeTca nogaepurBatoLlee fneyeHne C Uenbio NnpeaoTBpaLleHma HapyLueHus
6anaHca meau (MeHNLMANAMUH UM CONN LIMHKA) MOXM3HEHHO.
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Pe3ynbrat neyeHna naumMeHToB Nyylle BUAEH KNMHMYECKN. HeBponornyeckne nposs-
neHuA, ABUraTenbHble CUMMNTOMbI, KOTHUTVBHbIE U NOBeJeHYeCKne HapyLleHUa YMeHbLUa-
toTCA Yy 60NbLINHCTBA NaumeHToB. [Mpy HanMUMK BbipaXeHHbIX M3MeHeHni TpebyeTca 60-
nee AnUTeNbHbIN Nepuos NHTEHCUBHOIO 3Tana fnevyeHusa. KnuHmnyeckoe BbI3gOpoOBAeHNe
conpoBoXJaeTca ncyesHoBeHviem Konel Kansepa — Oneviwepa, a Takke yMeHbLUEHEM
n3meHeHunm Ha MPT [1, 6, 71.

M3BecTHO, UTO Ha PoHe Tepanuu NEHUUUINAMUHOM MOTYT MOABAATLCA PaHHME U
nosgHme nobouHble 3¢ppeKkTbl. PaHHME NOO6OYHbIE 3$dEKTbI, KaK NPABUIO, BO3HUKAIOT B
TeueHune NepBbiX HECKOJIbKMX Hegenb Tepanuu. K HUM OTHOCATCA MOBbIWEHNE TeMrnepa-
Typbl, KOXHasA Cbinb, TMMpoazeHonaThsa, uuToneHuns, n HabnogatoTca oHn B 10-20% cny-
yaeB. Tak)Ke BO3MOXXHO MOABEHME TOWHOTbI, PBOTbI, 60J1e B anuracTpanbHoOm o6nactu,
annepruyecknx peakuumn [1, 3, 6-8].

Mo3aHme nobouHble 3¢ deKTbl BO3HMKAIOT NPU ANUTENIbHOM NpremMe NeHnyuIaMmmHa
1 HabnpaloTcAa HeYacTo. ITO NOMYC- UK N30NIMPOBaHHBIN HeGPOTUYECKUIA CUHAPOM,
BeAyLWMI K Npexogsawemy nnm nporpeccupytowemy nopakeHumioo nodek. Pegko Bctpe-
yatoTca HebpuT Nyanacyepa, oNTUYECKNIA HEBPUT, apTponaTua (apTpanrua), MMacTeHu-
YyecKun cMHApPoM. Bo3MOoXKHbI NOABNIEHE OTEKOB, anoneLuu, rematypum, TPoMOoLMUTO-
neHuu, ahTo3HOro CToMaTWTa, MOCCUTA, HapYyLLEHWE BKYCa, HapyLLeHMA NPOBOAUMOCTU
cepaua v ap.

Mpu HeBblpaXXeHHbIX NPOABNEHUAX NOOOYUHbIX peakumii MOryT ObiTb 3PpdeKTUBHbI CHU-
MeHne [03MPOBKN U BPEMEHHOE NpeKpaLleHne npuema npenapata. [pn Bbipa)eHHbIX
cuMnTOMax LeniecoobpasHa pe3kasa OTMeHa NeHuUMIIaM1MHa C 3aMeHoW Ha Apyron npe-
napart. B 6onblUMHCTBE ClyyaeB MMMYHONOMMYECKM onocpefoBaHHbIX MO60YHbIX 3ddek-
TOB MeHULMINaMUHa NONOXKUTENbHBIN 3$dEeKT faeT HasHaueHne ctepongos [1].

M3BecTHO, UTO Y MaLMeHTOB C HEBPONOrmyeckmmm npoasneHnammn bBK moxet nponc-
XOAUTb HapacTaHMe HEBPOIOrMUYECKMX CUMITOMOB Ha GpOHe Tepanunm NeEHULUINIAMUHOM.
Mo nuTepaTypHbIM AAaHHbIM, YHaCTOTa AAHHOMO OC/IOXHEeHNA pa3HuTca, 10-50% nauneHToB
npu nevyeHnn NeHUUUINaMmMHoOm 1 3-7% nauyMeHToB NPV NleYeHnn CONAMN LMHKa. Tak-
e onmncaHbl clyvyan HEBPOMOIMYECKOro yXyAwWeHUA Npu JliedeHnmn ApYyrumm KoOMmnaeKco-
obpasyowmmn JIC, a TakKe nocsie TpaHCNNaHTaUmMy neyeHn. B HEKOTOPbIX MCTOYHUKaX
yKa3blBaeTcA NPMMepPHO OAMHaAKOBas vacToTa — MeHee 10% OCNOXHEHMI NPU NeYeHUn
xenaTopamu u conAmMm LmHKa [8-11].

HapacTtaHne HeBponornyeckmx CMMMNTOMOB B Havasne Tepanuu NeHNUuIIaMUHOM fAB-
nAeTcA Hanbosee HexenaTtenbHbIM NOOOUYHbBIM 3G EKTOM 1 CTaBUT NOA BOMPOC AaNbHEN-
LN NoNoXnTenbHbI 3bdeKT Tepanuu. iHorga 3To NPMBOAUT K ynpexaatoLlemMy Hefo-
CTaTOYHOMY neyeHunto naumeHTos ¢ bBK [1].

MpuunHa pa3BUTAA HEBPOMOrMYECKOro yxyAlweHna Ha $oHe Tepanuu neHuumnna-
MMHOM [0 KOHLa He AcHa. Bbicka3biBaeTcA npeanonoxeHne o TOM, YTO JieueHne BegdeT
K BHE3amnHOMYy BbIXOZy MeAu 13 NneyeHn B KPOBb 1 3aTeM B MO3T, UTO 0OyCnaBnvBaeT UH-
OyLuupoBaHHOe CBOOOAHBIMU pajuKanamu nopaxeHune TkaHel. C Lenblo YMeHbLIeHNA
KonmnuyecTsa cBOOOAHbBIX pafMKanoB peKoMeHAYeTCA Ha3HaveHe BUTaMmnHa E B TeueHune
nepsbix 3 mecAues Tepanuu [1, 6-8].

B naHHOM cnTyaumn B 60NbLIMHCTBE CJlyYaeB YMeHbLUeHV e HEBPOIOrMYeCKUX CUMMTO-
MOB OTMeuYaeTcA Ha pOoHe KOPOTKOro CHMXeHMA A03bl NeHMUUnNammHa. B gpyrux cnyyasx
TpebyeTca oTMeHa NeHuUMInaMuHa 1 3amMmeHa ero Ha gpyroi npenapar. o pa3Hbim nu-
TepaTypHbIM UCTOYHMKaM, Y 1-25% naumnmeHTOB HEBPONOrMYeCKoe YXYyALLeHre ABAAeTCA
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HeobpaTUMbIM. MI3BECTHBI CllyyYan fieTanbHOro Mcxoda Npu MHULMaLM NeHNLUIAMMHO-
Tepanuu y nauneHToB ¢ BBK. B yactHocTu, onncaH daTanbHbIA AUCTOHUYECKUIA CTaTYC,
KOTOPbIV pa3BWCA Yepes 2 Hegenun oT Havana nprema neHnumanammHa. CpoyHas TpaHc-
nAaHTaumnA NeyeHn Kak MeTo neveHna HeBPOJSIOrMYECKOro YXYALLIEHMA B TaKUX CUTyaL -
AX 1eMOHCTpupyeT BaprabenbHble pe3ynbtathl [1, 7, 10, 12, 13]. B cnyyaax octporo no-
paxeHuA neyeHn npu BBK TpaHcnnaHTauua neyeHn ocTaeTcsa eANHCTBEHHbIM 3bdPeKTrB-
HbIM BapuaHTOM neyeHus [3].

EQMHCTBEHHBIN NPaBUNbHbBIN NOAXOA ANA NPefoTBPaLUeHNA KNNHNYECKOrO YXyALue-
HUA — HauMHaTb NpUeM NeHNUUINaMUHa B MUHMMaNbHOW J03€e U MeANIeHHO MOBbIWaTb
Kaxpble 2 Hefenun € TWaTenbHbIM KANHUYECKMM MOHUTOPUHIOM. B cniyvae yxyaweHusa
[03a NeHNUMIaMmHa JoNKHa ObiTb YMeHbLUIEHa U 3aTEM MeZIEHHO MOBbILEHa NP KiK-
HUYECKOM yNyuLLUEeHNN.

B nccneposaHnn, nposegeHHom K. Dziezyc v gp., y 11,1% naumMeHToB C HEBPONOIrn-
YecKMK NpPoABNEHUAMU Habnaanochb yxyfleHne HeBPOSIOrMYecKUX CUMMTOMOB Ha
boHe neyeHuns neHnymnnaMmmHoOM. B cpegHemM oT Hauana Tepanuuy O HEBPOJIOrMYECKOro
yXyAweHus npoxoguno 2 mecAua. MNonHbi Bo3BpaT HEBPONOrMYECKUX CUMMITOMOB 6bi
oTMeueH y 53% 1 yacTuuHbin B 13% cnyyaes. ABTopamu 6b1iv onpeaeneHbl rnaBHble npe-
OVKTOPbI paHHEero HapacTaHUA HEeBPOJIOrMYEeCKUX CMMMTOMOB Ha ¢oHe Tepanuu neHu-
LUUANaMMHOM — UMEIOLLAACA BbIPa>KeHHOCTb HEBPONIOrMUYEeCKMUX NPOABAEHNN, N3MEHeHMA
Ha MPT B obnactu Tanamyca 1 CTBOJa MO3ra, a Takxe COMNyTCTBYloLLee Ha3HauYeHne foda-
MuHepruyeckmx J1C [6].

BrnepBble nprMeHeHWe conew UunHKa ana neveHus bBK 6bino npegnoxeHo B 1961 rogy
[aTCKUM HeBposnorom G. Schouwink. Mpu npreme conei LMHKa NPONCXOAUT ero abcopb-
LA NHTECTUHANbHBIMUN KNIeTKaMn 1 YBennyeHve B 25 pa3 npoayKuum MeTanioTMoHHa B
TeueHue 2-3 Hefenb. MeTanoOTUOHWH — 3TO 6ENOK, KOTOPbI CBA3bIBAET Pa3vyHble NOHbI
MeTaslIoB N HOPMaNU3yeT NX CofeprKaHme B KULWEYHMKe, MeYeHn, Mo3re 1 ApYrnx TKaHsAX.
B aHTepouunTax nponcxoaunT cBA3bIBaHNE Mean C METaSINTIOTUOHVHOM M CeKpeL A B KULLey-
HUK, YTO NpefoTBpaLlaeT NOCTYNNeHne ee B KPOBb 1 MOCTENEHHO CO3JaeT oTpuuaTesb-
HbI 6anaHc obmeHa megu [1].

Haunbonee yacTbii No60UHbIN 3ddEKT Npy Npueme conen LMHKa — pa3gpakeHmne xe-
nyfKa, KOTOporo MoXHO n3bexkaTb, NPMHMMaA MpenapaT yepes 2 Yaca nocne nprema
MUK NN C AOMONHUTENTbHBIM KyCOUKOM 6ENKOBOM NULLN.

LnHK pekomeHayeTca ana nogaepmsatowent Tepanum CMMNTOMaTUYeCKMX naymeH-
TOB MOC/Ie perpecca CMMNTOMOB Ha GoHe Tepanuu xenatopamu. TakxKe OH NpUMeHsaeTcA
Kak npenapar NepBon IMHMM Y aCMMNTOMHbIX NaLMeHTOB. TeM He MeHee MeloTCA AaHHble
06 yxypLueHnun GyHKLMN NeYeHr Y aCMMNTOMHbIX NaLMeHTOB Ha poHe Nprema conew LnH-
Ka [14].

LInHK Takxe cnocobeH Bbi3biBaTb HapacTaHNe HEBPONOTMYECKX CUMINTOMOB Ha GoHe
Tepanuy, MexaH13m KOTOpPOro Ao KoHua He AceH. OfHaKo CUNTAeTCA, UTO OH He MAEHTU-
UeH MexaHM3My HapacTaHMsA HEBPOJSIOTMYECKNX CMMMTOMOB Ha poHe meHuuMnnaMuHa.
LIMHK Tak»ke MOXeT Bbl3blBaTb aHEMMIO, HENTPOMEHWIO, N30IMPOBAHHOE yBeNYeHMe Nu-
nasbl 1 amunasbl. Ha GoHe gnmMTenbHOro Nprema LMHKa onrcaHbl Takne OCNIOKHEHMS, Kak
CEHCOMOTOpPHaA HenponaTua, mmenonaTtna. Muenonatna xapakrepusyeTca geMuenviHu-
3aumen 3agHMX CNMHANbHbBIX KaHAaTUKOB M CXOAHA C KIMHWYECKOW KapTuHon feduumnta
BUTaMWHa B12 [6,9, 16].
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K. Dziezyc c coaBT. NPUBOAAT AaHHbIE O HEBPONOTrMYECKOM YXyALWeHnn y 35-neTHen
nauneHTKn ¢ acumnTomHon ¢popmon BBK, kotopaa nprHmumana 180 mr cynbdaTa LMHKa
B CYTKM M CaMOCTOATENbHO OTMEHWUIa NpUeM LUUHKa B TeyeHre 6 mecaues. B pesynbrate
NMOBTOPHOrO Ha3HaueHuA cynbdaTa LMHKa B TON Xe [03€e y Hee pa3BUSIOCb HEBPOJOrmye-
ckoe yxyauweHue. [Mpy 3Tom yxygLeHne oTMeyanocb 1 no gaHHbIM MPT ronoBHoro mos-
ra B obnacti Tafiamyca v cpefiHero mosra. B To ke Bpemsa 6roxummnyeckme nokasaTenm
KpOBM, NMoKasaTesin obMeHa mMefy NMoKasbiBany HopMmanu3auuio obmeHa megum. ABTOpbl
[enatoT BbIBOA O TOM, UTO HEBPOOrMYeCcKoe yXyaLleHne BO3MOXHO He TONbKO Ha ¢oHe
npuema xenaTopos, HO 1 CoNel LUMHKa. A TakXe YKa3blBaloT Ha TO, UTO npeaynpexaeHue
Pa3BUTUA KIUHUYECKUX MPOABAEHWI Y aCUMATOMHBIX MALMEHTOB BO3MOXKHO TOJIbKO MpW
HaNMMYNN KOMMJIAEHTHOCTN NaLMeHTOB [6].

OnwncaH nHTepecHbIN cyyan neveHna 22-neTHero naumneHTa ¢ bBK n Hannunem ogHo-
CTOPOHHEro pybpanbHOro Tpemopa Mo TUMy «ObloLero Kpbina» Bblpa)KeHHOW CTeMeHMU,
pedpaKkTepHOro K Tepanum NeEHNLMANAMUHOM 1 APYIUM aHTUrnepKrnHeTuyeckum J1C B
TeyeHwue roga. Npu ycuneHun xenatupytollen Tepanumn — JONONHUTENIbHOM Ha3HauYeHUN
WHDBEKLUNI frMepKanpona — TPeMop 3HaunTe/IbHO YMEHbLUMIICA B TeYeHre mecaua 1 na-
LMEHT cMOr HopMasibHO QYHKLMOHMPOBaTb. TakXe NMETCA AaHHbIe O MOJIOXKNUTENIbHOM
a¢pekTe Tanamotommm 1 DBS (deep brain stimulation) B cnyyaax peppaktepHoro Tpemo-
pa npn BBK [17].

M3yuatoTca BO3MOXHOCTU reHHown Tepanun BBK — goctaBka ¢yHKUMOHaNbHOrO reHa
ATP7B (kQHK, komnnemenTapHon [1HK) y naumeHTos ¢ BBK. OgHako cyLiecTByioT npenaT-
CTBMA ANA NPUMEHEHNA JaHHOTO MeToAa. lNepBoe — 3TO CUCTEMHOCTb MOPAXKEeHNA MHOMNX
TMNOB KneTok Npu bBK, uto 3aTpygHAeT gocTaBKy K HAM BEKTOPOB reHHow Tepanuu. Bto-
poe npenATcTBre — CAINWKOM 605bLIon pa3mep KomnnemeHTapHon OHK ATP7B reHa, npu
yMNaKkoBKe KOTOpOW B Hambonee pacnpoCTpaHEHHbI BEKTOP afeH0acCoLMMpOBaHHOMO
BMPYCa ero NPOAYKTUBHOCTb CTAaHOBUTCA HU3KOM [3].

s n3yyeHns 4acToTbl U XapakTepa NOOOUYHbIX 3GDEKTOB MeAbINTMMUHKPYIOLLEN Te-
panuu nauuneHToB, KoTopble npoxoaunu neverHne B PHIIL, HeBponoruu n Hempoxmnpyp-
rmm, 6oin NpoBefeH aHanu3 6a3bl AaHHbIX 83 (100%) NaUMeHTOB C HEBPONOMMYECKNMN
npossneHnamm bBK.

B LIEJ1Ib NCCNEAOBAHNA

OueHKa No60oUHbIX 3pdEKTOB MeAb3NMMUHUPYIOLWEN Tepanuy NaumeHToB C HEBPO-
nornyecknmm npossneHmammu bBK, kotopble npoxogunu neyexune B PHIL HeBponorun n
Helpoxnpypruu.

B MATEPWAJIbl N METObI

MpoBeaeH aHanu3 6a3bl AaHHbIX 83 (100%) NAUMEHTOB C HEBPONOrMYECKUMUN NPOsIB-
neHnamm bBK (38 my>kunH 1 45 »keHwmH) B Bo3pacTte oT 19 go 56 net (37,5%5,2). Bo3pact
Havana 3abonesaHua — ot 8 0o 53 net (30,5+6,4), ANUTENbHOCTb 3ab6osieBaHUA OT 6 MmecA-
ueB go 26 net (14,3+4,7).

C uenbio MedbaNVMUHMPYIOLWEN Tepanuu MnauueHTam HasHavanu neHuuunnaMmmH
nnbo cynbdat UmHKa. Ha doHe neueHna ocyLuecTBANCA AMHAMUYECKUA KOHTPOSb Kin-
HUKO-NTabopaTOPHbIX NMOKa3aTesiel ¢ yYeToM CBOOOAHOWN MeAn B KPOBU, @ TaKXKe Hannuus
nobouHbIX 3¢peKToB Tepanuu. MccnegoBanu HeBPOMOrMYECKUn cTaTyc, Konbua Kan-
3epa — Onenwepa, Y3 opraHoB H6ptolLHOM NONOCTK, OOLEKNIMHUYECKE aHaNM3bl, a Tak-
e nabopaTopHble NoKasaTenn obmeHa meau.
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B PE3YJIbTAThHI

Y o6cnepnoBaHHbIX 83 (100%) NMauMEHTOB C HEBPOSIOrMUYeCKUMN nposBneHuamn bBK
B HEBPOJIOrMYECKOM CTaTyce OTMeyanocb NpeobnafaHue KAMHUYEeCKUX CUMNTOMOB Mo-
pa)keHWA SKCTPaNMpPaMmUgHON CUCTEMbI — N30SIMPOBAHHbIN NGO COUETaHHbIN TPEMOP PYK
(ronoBbl, TYNOBULLA, HMXKHUX KOHeUHoCTen) — 72 (87%) HabnoaeHnsA, U3MeHeHUe Mbllley-
HOro TOHYCa Mo 3KCTpanMpamugHomy Tuny — 46 (55%) naureHToB, rMNoMMMUs, onurobpa-
OVKUHe3na — B 22 (26%) HabnogeHuax; amsaptpus — 42 (51%) cnyvas; kKoopAnHaTOPHble
HapyLlleHusa oTMevanucb B 36 (43%) HabnogeHuaAx. Pednekcbl opanbHOro aBToMaTrama
BbiaBneHbl y 11 (13%) yenoBek.

N3mMeHeHNA KOrHUTUBHbIX GYHKLUMIA Pa3fMYHOM CTENEHUN BbIPAaXKEHHOCTU YCTaHOBIe-
Hbl Y 46 (55%) uenoBek. Y 54 (65%) naumneHToB OblIY BbISBNEHbI U3MEHEHUSA MEeYEHMN.

Mpu obcnepgoBaHnn uneHoB cement naumneHToB Y 10 (12%) yenosek BbiABeHa BBK u
Ha3HauyeHo neveHue.

3a Bpems HabnofaeHUs N3BeCTHO O 8 (9%) ciyyasx fieTasibHbIX UCXOLOB Y NaLveHToB
c BBK.

B pe3ynbraTe npoBegeHHbIx obcnepoBaHuii 83 (100%) NaLMeHTOB C HEBPOJIOrMYeCcKU-
MU npossneHnamy bBK BbisiBneHbl NobouHble 3ddeKTbl Meab3IMMUHUPYIOLLEN Tepanun
y 30 (36%), 13 KoTopbIX y 21 (25%) umeno mecto NporpeccMpoBaHne HeBPONOrMYeCcKmnx
CUMNTOMOB Ha poHe nNpuema neHVLMNNaMuHa, y 12 (14%) — opyrvue nobouHble 3¢ deKkTbl
Ha ¢oHe nNprema NeHUUMNNaMmMHa unu cynbdarta LmHKa. OLHOBPEMEHHO Nporpeccupo-
BaHMe HeBPOJIOrMYeCKUX CUMMITOMOB 1 Aipyruie noboyHble 3dpdekTbl Ha GoHe nprema ne-
HULMnnaMmmHa nmenn 3 (3,6%) naymeHTa.

MporpeccnpoBaHne HEBPONIOrMUYECKMX CUMMTOMOB Ha GOHe Nprema NeHnUMIIamMmnHa
y 21 (25%) naumeHTa c HeBponormyeckummu npossneHnamn bBK HaumHanocb B TeueHne
1-2 MecAueB OT Hayana nprMema MUHUMaNbHoOM A03bl JIC 1 NOCTENEHHOrO NOBbILLEHWA €ro
no3bl. ipyrue nobouHble 3¢dekTbl Ha GOHe Nprema neHnLmnnaMmmHa unu cynbdarta LnH-
Ka y MauneHTOB C HeBposornyeckumn nposasneHuamn bBK Bknouanu: ares3uto (yTpaTta
BKYCOBOW UyBCTBUTENbHOCTY) — 4 (13%) nauneHTa; oHeMeHwue A3blKa — 4 (13%) naumneHTa;
XKeHue, 6o B XnBote — 2 (7%); runeptepmuio — 2 (7%); OTEKN HUXKHUX KOHEYHOCTeN — 1
(3,3%); BblpaxeHHble apTpanrum (B KosieHHbIX cyctaBax) — 3 (10%); rematypuio — 4 (13%);
TpombouuToneHuto — 5 (16%); HapacTaHve remopparmyeckoro cmHapoma — 2 (7%).

B 3AK/TFOYEHNE

HecmoTpsi Ha coBpemeHHble 3¢pdeKTUBHbIE MeToabl ANArHOCTUKN U Tepanuu, BBK
CJI0XKHO AMArHOCTNPOBATb U CJZIOXKHO NleunTb. [Mob6ouHble 3bdeKTbl MegbaNMMUHNPYOLLEN
Tepanuy UMEIOT LWNPOKNIA KNUHUYECKUI Aana3oH, BKYaloT NU3MEHEHUA Kak HEBPOJIO-
rMYecKurx, Tak M COMaTUYeCKUX CUMNTOMOB Y MOTYT MpeAcTaBiAaTb cCO6ON yrpoxawLue
LA XXM3HU COCTOAHUA. ITO TpebyeT CTPOroro AMHaMUYECKOTO KOHTPOSA KNMHUKO-Nabo-
paToOpHbIX NOKa3aTesien, a TakKe KOMMIAaeHTHOCTU NaLMeHTOB.
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