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Pesiome Summary

B cTaTbe npeAcCTABAEHbl KAMHMYECKUIA CAy4al no3aHein The article presents a clinical case of late diagnosis
AMArHOCTUKN PUrMAHO-APOXATEAbHON cpopmbl 6oaresHn  of the rigid-trembling form of Wilson-Konovalov'’s
BuabcoHa-KoHoBaAoBa u aTanbl nosbopa natoreHetnye- disease and the stages of selection of pathogenetic
CKOM Tepanuu. therapy.
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one3Hb Bunbcona-Konosanosa (bBK) — T1-

JKeJI0€ HACJIEACTBEHHOE IPOTrPeCCUPYIOLIEe
3a00JIeBaHNE C AyTOCOMHO-PELIECCUBHBIM THIIOM
HACJIEJOBaHU, B OCHOBE KOTOPOTr0 — Hapylle-
Hue MerabonmamMa meau [1]. CormacHO TaHHBIM
nureparypsl, nuarsoctuka bBK 3amasgsiBaet
B cpenHeM Ha 3—15 et [2], 4To 00yCIOBICHO
HeCHe(pUIHOCTHI0O OCHOBHBIX KIIMHUYECKHUX
CUHJIPOMOB, @ TaKXe T€M, YTO IHPOKUN KPYT
Bpadyell UIMEIOT HEAO0CTaTOUHYI0 HACTOPOXKEHHOCTD
B otHomieHuu bBK [3].

JI-neHnInIUIaMuUH SIBJIETCS TIPEnapaToM Bbl-
6opa mpu neuennn bBK. On Mmobmmu3yer Menb
13 [EYCHU U APYTUX OPTaHOB U yBEIUYHUBAET
€€ MOUYEBYIO IKCKPELUIO, & TAKXKE HHAYLUPYET
CHUHTE3 METAJIJIOTUOHUHOB [4].

Kannunveckoe Hab/10neHue

Bonbnoit, 44 net, noctynui B 'BY3 PM «PKb
Ne 45 06.07.2015 ¢ xanobamu Ha HEYCTOHYNBOCTD
IIpH TIEPEMEHE MOJIOKCHHUS Tella, XOAb0e, 3aTop-
MOXXCHHOCTD, IPOJKaHUC BEPXHUX KOHCYHOCTEH.

W3 anamHe3a: pokaHUE BEPXHUX KOHEU-
HOCTEH OCCIIOKOUT B TEYCHHUE HECKOJIBKUX JIET,
OKOJIO TTOJYyTo/1a Ha3aJl MOSBUIKCH 3aTOPMO-
KCHHOCTB, 3aMEJICHHOCTh PEYH U MBITILICHUSI.
VYV cecTphl ManueHTa TakkKe OTMEYaeTCs Tpe-

bling form, cuprenyl.

Mop koHeuHocTer. 06.07.2015, nouyBcTBOBaB
Ha yJIMIle HEYCTOMYHNBOCTh B HOTAX, JIBAXKIbI
ynan 6e3 norepu co3HaHus. bpuranoit CMIIT
TOCHUTAIU3UPOBAH B HEBPOJIOTUYECKOE OTENe-
aue I'BY3 PM «PKbB Ne 4» g o6cinenoBaHus
1 JICYCHUSI.

[Tpu noctynnennn od1iee COCTOSHUE YIOB-
JeTBopuTeNbHOE. KosKHbIE TOKPOBBI OOBIYHOM
OKpAacKH, MHOXECTBEHHBIE JIMTIOMBI ITOTKOX-
HO-)XMPOBO KJIETYATKH! TYJIOBHINA, BEPXHUX
koHeuHocTeil. [lepudepnyeckne mumpoy3isl
HE yBeNU4eHbI. B JIerkux apIxaHue Be3UKyISIpHOE,
xpunoB HeT. Y/] — 16 B munyty. ToHBI cepana
IIPUDTyLIEeHsl, pUT™ IpaBuibHbll. YUCC — 78 ya.
B MuHyTy. AJl 120/80 MM pT. CT. SI3BIK BIaXHBIH,
yucThId. JKUBOT MATKHH, 6€3001€3HEHHBIN NTPH
nanbnanuy. Cumnrom [TactepHankoro orpura-
TEJNBHBIA ¢ 00EUX CTOPOH.

B HeBpoormyeckoM craryce o0pariaroT BHU-
MaHMe JIeTKoe TolaTeiBanne B oze Pombepra,
a TaKk)Xxe HaJM4ue MOCTYPaIbHOTO U WHTEHIH-
OoHHOrO Tpemopa. Tpemopa nokos HeT. Kiunnko-
OMoOXMMHUYECKHe aHaJIN3bl Oe3 0COOEHHOCTEH.
OKT or 13.07.2015.

3axniouenue. Cunycobit putm ¢ YCC — 60
ya. B MuHyTy. HopMmansnoe nonoxenue 90C.
W3meHeHns B MHOKap/ie HIKHEH CTEHKH B BHJIE
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c1abooTpHIaTeNIbHBIX 3Ha4eHUH T B OT-
BegeHuu 1l 1 HU3KOAMIUTUTYIHBIX 3HA-
yeHuii T B AVF. KT ronosHoro mosra
ot 06.07.2015: xkapTHHa ABYXCTOPOHHUX
CUMMETPUYHBIX OYaroBbIX U3MEHEHUN
B o0OyiacTu 0a3anbHEIX sjIep 000HUX
MOJIyIIapuil MO3ra. 3aKJII0YeHHUE: TOK-
cudeckast sHneanonaruns. KoHcyib-
tanust odranpmorora ot 20.07.2015.
3akmrouenue: OU-HauanpHas KaTapak-
Ta. JlecTpyKIus CTEKIOBUIHOTO TeNa.
Bnoas nmumba — NUrMeHTHOE KOJIBIO
POTOBUIIBL.

Bo Bpems rocniuTanuzanuu caeaaHo
MIPEINOI0KEHNE O HAJTUUNU Y MAlUCH-
ta BBK, KoTOopoe ObLI10 TOATBEPKICHO
CJIEYIOMIMMY aHAJIN3aMU: aHAJIM3 MOUU
Ha Meab or 28.07.2015-0,138 Mkr/ma
(N 0,01-0,07); ananu3 KpoBH Ha Iie-
pysutorutazmuH ot 28.07.2015-0,07 r/n
(N0,2-0,6).

[TanuenTy ObUIO PEKOMEHI0BAHO
MEIHMKO-T€HETUYECKOE KOHCYIbTUPO-
BaHUE.

B cenTsa6pe 2015 roxa ¢ pe3ynbra-
TaMHu aHaJIM30B 0OPATHIICS B KOHCYIIb-
TaTUBHYIO NoaukanHuky I'bY3 PM
«MPKBy, rie ObUI BEICTABIIEH JUATCHO3
«TEeNaTOJICHTUKYIISIPHAS AeTeHepalus
(6one3ns Bunbcona-KonoBanosa),
purugHoO-IpoXaTenbpHas Gopma, 11
CTENEHb TSKECTU, BEIPAXKEHHOE Ha-
pyumieHne GyHKIUH BEpXHUX KOHEU-
HOocTel». boiapHOMY OBII HazHauYeH
Jl-neHuIIaMuH 1o IATh Ta0JIETOK
(2500 mr) B cytku. IIpu 3TOM HeBpo-
JIOTHUYECKasi CHMIITOMaTHKA IPOrpeccu-
poBajia: TpeMOp KOHEYHOCTEH HapacTal,
Y4acTUIMCh aJIeHUs, CTaIH 3aTpyIHe-
HBI HaBBIKA CaMOOOCITy)KMBaHHS. YXY/I-
nieHne 0OJIbHOM CBA3BIBAJ C IPUEMOM
mpemnapara.

B xonme okts10pst 2015 roga BHOBB
rOCHUTAINU3UPOBAH B HEBPOJIOTHYE-
ckoe otnenenue 'bBY3 PM «PKB Ne 4».
Hesponorunueckuii craryc ¢ orpuna-
TEJILHOHW TUHaMUKOH. [1aMsITh cHIKe-
Ha, MBIIIJIEHUE 3aMeUIeHHO. HaBbiku
CaMOO0OCITy)KMBaHHS 3aTPYIHEHBI U3-
3a BBIPAYKEHHOTO Tpemopa pyk. Peus
C dJI€MEHTaMHU AU3apTPUHU, NIOTAHUE
HE HapyLIeHO. DKCTpanupaMUIHbIN
TUIIEPTOHYC B 1€BOM pyke. B mose
Pombepra arakcus. BelpaxxeHHBIN
TpeMop NoKosl. BelpaskeHHBIN BBICOKO-
aMIUTUTYIHBIM OCTYpallbHBINA TPEMOp
U TpeMOop AercTBUs. TpeMOp HUKHUX
KOHEYHOCTEH OoJbIlle BEIpakeH B Jie-

BOH HOTE, BEPTUKAJIBHBII TPEMOp To-
noBel. [lo3a JI-neHummniaMuHa Obiia
CHIDKeHa /10 ofHOH Tabnetku (500 mr)
TpH pa3a B J€Hb, OJHAKO YIIy4IIECHUs
CaMOYyBCTBHsI HE HAOJII0/1AI0Ch.

C nexabpsa 2015 rona uz-3a 60-
SI3HH Pa3BHUTHS MOOOYHEIX 3(P(HEKTOB
CTaJl CAaMOCTOSITEIbHO NPUHUMATH
Jl-neHuIUILIaMUH 10 OQHO# TabieT-
KE B JICHb. YIIy4IIEHUS] CAMOYYBCTBUS
He HaOJIIo1aocCk.

26.02.2016 GonbHOI BHOBB rOCITH-
TaJIM3UPOBaH B HEBPOJIOTUYECKOE OT-
nenenue 'BY3 PM «PKbB Ne 4» ¢ xa-
100aMH Ha BEIpa)XCHHOE JIpOKaHUeE
PYK, YMEPEHHOE HOT, FOJIOBBI, SITH30/IbI
najieHusi 0e3 moTepHu CO3HaHMs, BO3-
HUKAIOIIHE 10 HECKOIBKHX pa3 B JICHB,
BBIpaXKeHHbIe Oonu B nosicHuue. He-
BPOJIOTHYECKHUH cTaryc 0e3 TNHAMUKH.
Kinanko-6noxuMuueckne aHamisbl 6e3
0COOCHHOCTEH.

I[IpoBeneHa KOppPEKIHUS O3B
J-nenuuusuiaMyuHa: IpuHUMaeT no 172
TaOJIETKN YTPOM, OJTHOH TabJieTKe B 00e
1 BeuepoM (TpH pasa B JI€Hb), HTOT'O
1750 Mr B cyTKH.

C anpens 2016 roga npuHUMaeT
o 1'% TabneTkn yTpoM u B 00€ex, OnHY
TalJIeTKy BeuepoM (TpH pas3a B JICHb),
urtoro 2000 Mr B CyTKH.

12.09.2016 Bo Bpems ouepeaHoit
rocuuTanu3anuy B 11-e HeBpooruye-
ckoe otaenenue I'bY3 PM «PKbB Ne 4»
Ha Y3U opraHoB OpIOUTHON MOJIOCTH
OBLIN BBISIBICHBI IPU3HAKU TUDPy3-
HO-CTPYKTYPHBIX U3MEHEHUH IeueHU
110 TUIy HIUPPOTUUYECKHUX U CILUICHO-
Meranus. B Onoxumuyeckom ananmse
KpOBH runonporenHemust (oouuii Oe-
70K 58 1/11); GyHKIIMOHAIBHBIE IIPOOBI
IIeYeHHU B Ipezenax HOpMbI (00ImHii
6unupyoun 12,4 mxmons/n, ACT 21,0
En/n, AJIT 23,9 En/n).

IIpoBeneHO JIeueHNE: IEHTOKCH-
¢unnun, BuramuH B12, mekcudus,
nupamneTaM, METOKJIOPaMH /I, Iel-
Tpan, ninasmadepes Ne 3. Ha done
Tepanuu ManueHT OTMeYaeT 3HaYu-
TEJIbHOE YJIyYIIeHHE: TOJHOCTHIO
obciry>)xuBaeT cedst, BOCCTAHOBHJIACh
NaMsITh, INIAHUPYET TPYA0yCTPOHCTBO.
23.05.2017 OMOXMMHUYECKHI aHATN3
KpOBH U MouH: LepynomiasmuH 0,02
r/n (Hopma 0,2-0,6 /1), mens 0,056
MKr/min (Hopma 0,75-1,50 Mxr/min),
aHanu3 Mouu Ha Meab 0,14 MKr/mi
(Hopma 0,01-0,07 Mxr/min).

3akioueHue

Takum 0Opa3oM, MpeACTaBIICH Ia-
[UEHT C PUTHUIHO-APOKATESIBHOH (Hop-
Mmoit BBK. V 30% OGospHBIX Ha QoHE
Tepanuu J[-neHUITUIIIaMHHOM OTMeE-
YaeTcs YXyALIeHHEe HEBPOJIOTHUECKOM
CHMIITOMATHKH, YTO CBSI3aHO C UHIY-
UPOBAaHHOW BBICOKOH MOOMIN3anuen
MEJIH U3 TICYCHH U OTJIOKEHHEM ee B Oa-
3aJIbHBIX SApPax TOJOBHOTO MO3Ta, YTO
MPOBOIUPYET WIH YCUIUBACT HEBPO-
JIOTUYECKYIO0 cUMIITOMaTuKy. [loaTomy
TOJIFKO WHAMBHUIYAIEHO MOT00paHHAas
MpaBHIIbHAS TATOTCHETHYECKAs Tepa-
IHs IPEOTBPAIACT Pa3BUTHE JTUOO
MPUBOJIUT K PETPECCY KIUHUICCKUX
MPOSIBJICHUH O0JIC3HU, CYIICCTBEHHO
yAy4IIasi COCTOSIHUAC U KA9€CTBO JKU3HU
MaIueHToB [5].

CnMCOK AUTEePATypbI

1. BoaAowmH-FanoHos M.K. Snmaemmnoro-
rMyeckme u KAMHMKO-HEBPOAOrMYeCcKue
acnekTbl 6oaesHu BuabcoHa-KoHOBAAOBQ.
YKpauHCKMI meAnUmHCKMI XypHaa, 2012,
Ne 6 (92).

2. Cyxapesa I.B. [enaTtoAeHTUKYAIPHAS Ae-
reHepaums // N36pAHHbIE TAQBbI KAMHM-
4YeCKOM raCTPOIHTEPOAOTIMM.— M., 2005.—
C. 199-209.

3. MapreiHiok I. A., XopyHxxesckas M. C. Kan-
HUKO-AMQArHOCTMYECKME OCOBEHHOCTH Ce-
MENHOIO CAy4as 6oaesHu BuabcoHa-KoHO-
BaAoBa. lenaroaorms, 2008, Ne 2, C. 80-85.

4. MunweHko T. C., BoaowmnH-FranoHos
N.K. CoBpemeHHble acnekTbl BOAE3HM
BuabcoHa. MexXAyHAPOAHbIN HEBPOAOTM-
Yyeckur XXypHaa, 2015, Ne 2 (72), C. 20-23.

5. EpemuHa E.tO. bore3Hb BuabcoHa-KoHo-
BAAOBQ. B MOMOLLIb MPAKTUYECKOMY BPAYY.
BecTHMK coBpemMeHHOM KAMHWMYECKOM Me-
AnumHbI, 2011, Ne 1, C. 38-46.

e-mail: medalfavit@mail.ru

MeanumHckm aadoaBmt Ne27 /2018, Tom Ne3 HEBPOAOTUS 1 MCUXMATOUS



