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3axBOpPIOBAaHHA BiibcoHa — KOHOBa/10BA:
CY4aCHHUH IOTJISA, HA IIPOOJIEMY

TAa BJIACHHM JOCBig

PO3ITIIHYTO Cy4acHi aCHEKTH €mijieMionorii, marorenesy i wiacugikanii xsopobu Binbcona—KoHOBaIOBA.
OnMCcaHOo KIiHIYHUHA BUNAJOK IIbOTO 3aXBOPIOBAHHA, OCOOIMBICTIO IKOTO € 3HAYHA TPHUBAIICTD JKUTTS NIPU 1K
XBOPOOi (TOHA/L 27 POKIB) SIK PE3Y/IBrAT IPABHIbHO OOYAOBAHOI CTPATET ] TKyBaHH i PETEBHOTO i JOTPUMAH-
Hs. BildHa4eHO OCOO/INBY POJIb HEMEJUKAMEHTO3HUX METOIB JIIKYBAHHSA, PEAOUTITALI] T4 TOIVIAY 34 XBOPHM.

Kro49o0Bi c1oBa: XB0pobHa Binbcona — KOHOBAIOBA, Mifib, EPYIOIUIA3MIH.

CTaHHIMM POKaMU IPUIJISIETBCS yBara [0CIijI-

JKEHHIO TelaTo-JICHTUKYJISIPHOL  JlereHepartii,
abo xBopobu Binbcona— Konosasosa (XBK) [1, 6,
8]. [loBeneno, mo XBK € cnagkoBuM porpecuBHIM
3aXBOPIOBAHHSM 3 aBTOCOMHO-PEIECUBHUM THUIIOM
YCTIaIKyBaHHsA, y TATOTeHe3] BUHUKHEHHS Ta TIPO-
rpecyBaHHsI SIKOTO JIEXKUTH TOPYIIEHHSI MeTa00Ti3My
Mizi [4, 8, 9]. HesBakatoun Ha BIPOBaKEHHS HOBUX
METO/IIB JIIKyBaHHSI 1[bOTO 3aXBOPIOBAHHSI, BOHO Yac-
TO MPU3BOUTH [I0 PAHHLOI iHBAIAM3AI] i 3arrOesti
XBopux y Mosiofiomy Biti |3, 11]. XBK rparisiernest
cepe/l IIpe/ICTaBHUKIB PISHUX HalllOHAJILHOCTEH 13 ce-
pennaboro yactoToio 1 Bumazgok Ha 200 THC. HaceseH-
g [13]. IIpore pesynpraté HemAaBHO IMPOBEIEHUX
eMiIeMIOJIOTIYHUX TOCTIKeHb CBIIUaTh, 1[0 relaTo-
JICHTUKYJISIPHA JleTeHepallid BUHUKAE dYacTile — 3
vacroroto 1 Bunasok Ha 30 Tuc. [17].

XBK nop’s3ana 3 MyTaItieio rena, po3TanioBaHo-
ro Ha 13-it xpomocomi (minsnka 13q14-q21), saxumii
komxye Tpanciokazdy ATP7B Cu (Mmigsrpamnc-
nopryBaibny AT®azy P-tumy) [2, 12]. Onucano
nonaz 300 myTartiii 3a3HaYeHOT0 TeHa, SKi TTOB’I3aHi
i3 XBK, 30kpeMa, cepeji €BpONEIlB HaltyacTilio
e H1069Q wmyTarttis rema, A SKOI XapaKTepHUI
misHimmii 1e610T 3aXBOPIOBAHHS Ta NEPEBAKAHHS
HeBpoJioriyHoi cummTomMaTnky [12].

Bwmict migi B remaroruTax TakOK BIIMBAE HA
¢dynkiii 6imka ATP7B: sxuo ii KOHIeHTpaIlist y
MesKax HOPMH, TO T1eil OIJIOK, SIKHiT JIOKa/Ii3yE€ThCSI B
amapati [ombki, peryrioe CHHTES MiTb3B 13y BaTh-
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HUX OLJTKIB 1 pO3MOILJISIE MisK HUMU BHY TPiITHBOKJTI-
THHHI 1OHU 1IHOTO MiKpoeJgeMeHTa. Y pasi 3011b-
[IEHHsT BHYTPIITHbOKJIITHHHOTO BMIiCTY Mizi 6iJIoK
ATP7B cripsitMOBY€ETHCS 10 KAHAJIBIIEBUX MEMOPaH i
CIIpUsi€ BUALIEHHIO ii 3 xxoBuio (6113bK0 98 % Mmizi)
[8]. lopymiennsa aktuBnocti ATP7B, xapaktepue
niist oci6 3 XBK, criprsic HAKOIMYEHHIO Mijli B rema-
TOIUTAX Ta aKTUBAIlli IEPEKUCHOTO OKUCHEHHS JIi-
migiB i GiIKiB, IO IPU3BOAUTH O BUHUKHEHHS 3a-
MAJIBHOTO MPOIecy B MeviHIl 3 (hibposyBaHHsaM ii
TKaHuHU. Y jpocaikenHsx J. Yasudaetal Gyso Bu-
SIBJICHO BHWCOKWI PiBeHb aKTUBHUX (DOPM KHUCHIO
(ADK), ocuieHe OKMCHEHHS JIIIAIB Ta IIOIIKO/-
xennd [IHK y meginti xBopux Ha XBK, 0Cco0JIMBO
Ha MMi3HIX cTajiisx 3axBopioBanus [16]. Hagmmmox
He3B'43aHOI 3 MePYJIONJIa3MiHOM Mijli TIOTPAIIsAE y
CUCTEMHUI KPOBOTIK Ta OCIZIa€ y PI3HUX TKAHUHAX
Ta OpraHax, HacamIiepe/l y TOJJOBHOMY MO3KY, HUP-
Kax Ta porisiii [7]. Y roJoBHOMY MO3KY HalbiIbIII0-
0 ypasKeHHsI 3a3HAI0Th 0a3a/IbHi TaHTJIii, COUeBHIIE-
nozibHe siapo, Outigi KyJi, mIKapasiyra, Taaamyc,
3ybuacre siIpO MO30YKa i YopHa CyOCTaHIIis, Y HIP-
KaX YIHIKOIKYIOTBCSI TIPOKCUMAJIbHI KaHaJIbIll He-
dbpony [14]. Bimkmamanusa Mimi B JIecIieMeTOBIi
MeMOpaHi POTIBKH BUSIBJSIETCST Y (hOpMyBaHHI
kizbist Kaiizepa — Dutelinepa.

[Tepmri BusiBu XBK M0OXXyTb BUHUKATU Y Pi3HO-
My Billi, ofiHaK HaifyacTimre 1e6I0T 3aXBOPIOBAHHS
MIPUITA/IA€ HA AUTSIUYNHN Ta MOJIOINH Bik. BusiBu xBo-
poO¥ MOKYTh Oy TH PI3HOMAHITHI, IPOTE TOMIHYIOTH
HEBPOJIOTIUHI Ta TaCTPOEHTEPOJIOTIUHI CUMIITOMU
[5]. H.B. Konosamosum (1960) 6yio BumizeHo
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’ATh (hOPM reraToJeHTHKYJISPHOI JereHepartii: ab-
JIoMiHasIbHA (TI€9iHKOBA), PUTIHO-apUTMOTIITEepKi-
HeTHYHa (PaHHs ), IPUKATbHO-PUTIAHA, IPHKAIbHA
Ta eKcTparipamMiHO-KipKOBa.

[Tizninre J. H. Walshe ta M. Yealland Bumisnim
Jiiiie 4oTupu hopmu: 6e3CUMITTOMHY, aO/IOMiHAb-
Hy, iepebpanbHy Ta smimany [15]. I. B. Cyxapesa
Bujissge micth Bapiantis X BK: neuinkosuii (45 %),
enlokpuHHMii (22 %), HeBpoJoriunuit (16 %), re-
moutitnanuit (6 %) ta nupkrosuit (6 %) [3]. Ypa-
JKeHHs mevinku y xopux Ha XBK mozke nepebira-
TH SIK Y BUTJISIZ KJIHIYHO GE3CHMIITOMHOI renaro-
Merajii 3 HEBEJWKUM 30iTbIIEHHAM aKTUBHOCTI
TpaHCaMiHa3 y KPOBI, TaK i 3 pPO3BUTKOM XPOHIYHUX
3aXBOPIOBAHb MEYIHKN — BiJ/l CT€ATO3Y, TETTaTUTY 0
[IUPO3Y TEYiHKK 3 TSYKKOIO TIeUiHKOBOIO HE0CTaT-
HicTio [9]. ¥ ABOX TPeTHH MaIli€HTiB BAHUKAE TEMO-
JITUYHA aHeMis, KoaryJonaTii Ta HUPKOBa HeZlo-
CTaTHICTh (YHACTIOK Ypa’keHHS KaHAJbBIlB He-
bpony) [7]. HeBposioriuni cuMnToMu y TaKUx XBO-
PUX HEOJHOPI/HI, epeBakaloTh MOTOPHI PO3JIajn
(TocTypaibHUN TPEMOP i TPeMOP KiHIIIBOK ITPU BU-
KOHAHHI CBI/IOMUX PYXiB, Y TPETHUHI BUIIAQ/IKiB CIIO-
cTepiraeTbest TpeMop Tysyba Ta rosoBu). bimsbko
MOJIOBUHNA XBOPUX MAIOTh TICUXIUHI MOPYIIEHHH,
HaltgacTinie — genpecii [].

InenTtudikarlia TeHa 3aXBOPIOBAHHS PO3MIUPILIA
ysiBjieHHsI Tipo naroreHe3 XBK, i 3pobuia MOsKIH-
BUM CKPUHIHT HOBOHAPO/KEHWX [T BU3HAYCHHS
natorennoro renoruny [11]. Hosi metoau slikyBan-
H4 3 BUKOPUCTAHHSM FeHHOI Tepallii MOXYTb Y Tiep-
CIIEKTUBI OYTU KOPUCHUMHU y CKJIQIHUX BUIIAIKAX
3axBopioBanHsa XBK, xosm kiacnyHa TepaneBTH-
Ha KOpeKIlist € MmanoedekTuBHOO. IIpo 11e cBimyaTh
MTO3UTUBHI PE3YJIBTaTH BUKOPUCTAHHSA T€HHOI Tepa-
mii B eKCcriepuMeHTAIbHUX Jlocipkennsx [10]. 3a-
raJbHOBU3HAHO, 1110 X BK XapakTepusyeTrbcs pisHo-
MaHITHICTIO ii KJIiHIYHUX (OpM, a KOKEH BUIAIOK
I[bOTO 3aXBOPIOBAHHS Ma€ CBOI 0COOJIMBOCTI Ta CBIl
BapiaHT nepeoiry [1, 15].

3Baskatoun Ha piakicuicts XBK, BapiabesbHicTh
KJIIHIYHUX (POPM, CKJIAIHICTD IIaTHOCTUKY Ta JIKY-
BaHH4 ITbOTO 3aXBOPIOBAHHS, HABOJIMMO BUTIA/IOK 3
BJIACHOI KJIIHIYHOT TTPAKTUKH.

Xeopuit M., 47 poxis, TocmiTanizoBanuili y ra-
CTPOEHTEPOJIOTIYHE BijIiJIEHHST MICbKO1 KJiHIUYHOI
gikapHi Ne 3 3i ckapramu (3i cJIiB MaTepi) Ha TIXK-
KiCTh y IIpaBoMYy I1izipebep’i, ripKkoTy B POTi, HYZIOTY,
3/LYTTS JKUBOTA IICJIs 1711, Pi3KO [MOpYIIeHe KOBTaH-
Hs1, YTPY/HEHHST PYXiB, XO/1, 3arajibHy CJIabKiCTh,
PO3/1paTOBaHICTb.

VYuepiie giarno3 XBK 6ysi0 BcTaHOBIIEHO Y Billi
21 pik. Ha mouaTky 3aXBOproBaHHS MaIliEHT BiJ[3HA-
YyaB MMOPYIIeHHSI KOBTAHHS, BUMOBH CJIiB, H/IMipHE
CJIMHOBU/IIJIEHHS], MUMOBIJIbHI PyXU IOJIOBH, PYK Ta

HIT, c1abKicTh y HOTaxX, XUTKICTh XOAH, 3arajibHy
ciaabkicTb. Yepes 2 Mic mmic/Ist IepuImx cKapr 3poc/ia
IHTEHCHUBHICTb TPEMOPY Ta 3MiHM MOBH, 4acTO He-
BMOTHUBOBAHO CIIOTUKABCS, T1a/IaB.

3aralmpHUII cTaH — cepemHboi TsKKocTi. [Tomo-
JKEHHS B JIbKKy — akTuBHe. CBifiomicTb sicHa. Brogo-
BaHicTh 3HIKeHa (Maca Tima — 58,0 xr, 3pict —
184 cM, ingexce macu tija — 17,1 kr/m?), rimocreHiu-
Huil Tu Ti100yxoBu. IIIKipHi TOKpUBHU GJIIOTO KO-
JIbOPY, CTOHIIIEH], CyXyBaTi, 31 3HUKEHUM TYPTOPOM,
JleCKBaMAIlisIMHU Ta IPIGHUMI TIsIMamMut GypyBaToro i
ciporo kosbopy. Ckiepu (hisiosoriyHoro 3abapBieH-
He. Tlepudepuuni gimbarnyni Bysau He 36iIbIIEHi.
[Iynbc Ha mnepudepuyHUX apTepigx PUTMIYHUIH,
cJ1abKOro HamoBHEHHs. JacToTa CepIieBUX CKOpPO-
yeHb — 84 3a 1 XB, TOHM pUTMIYHi, ocabseni. AT —
100/60 MM pt.cT. IIpn ormaai rpyana KIIiTKa TI0C-
Ka, (hisiostoriunuii kidos rpyaHoro Bitity xpedra He
BU3HAYAETHCS (XBOPHIT YITPOIOBIK MEPioLy XBOpoOU
GisIbIy YacTHHY vacy repeOyBae y JieKauoMy Ha
CTIIHI ToTo;KeHHi). Has seremnsvMu mepKyToOpHO sc-
HUI JieTeHeBUl 3BYK, ayCKyJBTaTUBHO — BE3UKY-
JIApHE MMXaHHS, XPUTH He BUCIYXOBYIOTBCA. SI3MK
BOJIOTHIA, OOKJIaleHu i OiJIiM HalliapyBaHHsIM, Tilep-
casiBallist. PoT Maifske oCTiiHO TPOXU BIIKPUTHIH 3
BIIBUCAHHAM HUKHBOI Iiesienu. BigHauacTbes 1mo-
MipHa fecdopmariis JUIBOBOTO Yepera 3i 3HAYHOI0
HEBIZIIOBIIHICTIO TIPUKYCY 3yOiB BEPXHBOI 1 HIZKHBOT
Testeny (3i CJ1iB MaTepi, 11i ABUIa chopMyBaATUC 3a
OCTaHHIX 5—7 POKIB, YIIPOJOBK SIKUX POT TAI[iEHTA
Maiike MOCTIHO € TPOXU BiakpuTnm). Bupas o6srimd-
Jsi Bi/IIIOBIZIa€ CUMIITOMOKOMILIEKCY Risus Sardoni-
cus (puc. 1). [Ipuiiom ki 3HAYHO yTPYTHEHNI: XBO-
puil 3 BeJIMKUMU TPYJIHOIIAMU MOXKe TIPUMMATH Iie-
PEBaKHO PiaKy abo mysKe MoApiOHEHY TOMOreHHY
DKy JIUIIIe Y MOJIOSKEeHHI JieXkKauu, MeXaHiqHO 3a J0I0-
MOTOIO PYYKH! JIOKKW TPUTUCKAIOUN HA/ITOPTAHHMK i,
TaKUM YMHOM, 3aKPUBAIOYM BXiJl Y BEPXHI JUXaJIbHi
MIJIAXHU, YaCTO TPU I[bOMY 3aKaITIOI0UNCh. sKUBIT
MpaBUJIbHOI (hopMH, Gepe y4acTh y akTi JUXaHHs,
TIPU MaJIbIIallii Bi/[3HAYAETHCA CIIACTUYHE HATIPY KEH-
Hs1 M'$I31B Ta TIOMipHa OOJTIOUICTb Y TIPABOMY i JTIBOMY
migpeGep’six Ta emiractpii, moMipHo 3ayTiid. CuMI-
TOMU TIOJIpa3HEHHsT ouepeBUHM BijcyTHi. [leuinka
BHUCTYTIAE 3-I1]] Kparo MpaBoi pebepHOi IyTH Ha 3 cM,
ceJiesiHKa — 3-TIi/] Kparo JiBoi pebepHOi yrH Ha 4 CM.
BisbHOI piimaM B 4YepeBHIN IOPOKHMHI MeETOAaMU
00’€KTBHOTO 0OCTEKEHHST He BUSABJIEHO. CHMIITOM
[TacTepHabKOTO HeraTUBHUN 3 000X OOKiB. Habpsi-
KiB Ha HIZKHIX Ta BEPXHIX KiHITIBKaX HEMAE.

Hespomoriune 06CTeREHHS: BiI3BHAYAETHLCS iHTEH-
CUBHUI MUPOKOAMILTIITYHIHN TPEMOP YCiX KiHITIBOK
TpY 371 HCHEHH] OY/Ib-SIKIX IOBLIBHUX PYXiB, 30Kpe-
Ma TIijl Yac BUKOHAHHS 3BHMYAWHMX TTOOYTOBUX 3a-
B/IaHb. Y CTaHi CITOKOIO TPEeMOP BifIcyTHilT. M 3081t
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Puc. 1. 3araxsHHUM BUIVLAL MMAI€EHTA

TOHYC Yy KiHI[IBKaxX IiJIBUIICHNUI 32 eKcTparipami-
JaabHUM TUIIOM. ¥ 1031 PoMGepra xBopuil magae.
Buacstijlok 3axBOpioBaHHA Y TalliEHTa PO3BUHYBCS
CHACTUYHUI mape3 Kucreit 060x pyk (puc. 2). Bia-
3HAYAETHCS ACUMETPIst HOCO-TYOHUX CKJIAIOK, CHMII-
ToM Mapinecko — PajjoBuya TO3UTUBHUM, 3HUKE-
HUM TTIOTKOBUI pediieke, KOBTaHHS Pi3KO yTPyIHE-

He, momepxyBaHHs. [pyba au3apTpis, po3yMiHHsS
MOBWU XBOPOT'O 3HAUHO YTPY/IHEHE, CJIiB HE BUMOBJISIE,
iHOMII BUHWKAIOTH eMi30u aHapTpii. KoHTakT 3 Me-
JIMYHUM TTEPCOHAJIOM JIiKapHi BiIOYBA€ThCST 3a JI0TI0-
MOTOIO KMBKIiB TOJIOBH, TTOKJIIITyBaHH TOBIK, 5K T1a-
LIEHT 3/IICHIOE Y BIIIIOBI/Ib HA TOCTABJIEH] 3aITUTaH-
H4. BisyaslbHO 3aBK/U pajinii KOHTAKTaM 31 CIiBpo-
GiTHUKaMU JrikapHi, crygenTamu. [IpeverHe criisi-
KYBAaHHS 13 XBOPUM 3JIIICHIOETBCSI 32 JIOIIOMOIOIO
Martepi, sIKa 3a MIMiKOIO, OKpeMUMU 3ByKaMU, pyXa-
M Oueil 100pe Po3yMie€ XBOPOTO, BUCJOBIIOE HOTO
GaskaHHS 1IOCh CKAa3aTH, Ha 110 MAIliEHT CTBEPIHO
KHUBA€E TOJIOBOIO UM KJTITTAE TTOBIKaMM. 3i CJ1iB MaTepi,
€TTi30/1iB JIENPECUBHOTO CTAHY Y MAI[iEHTa HE CIIOCTe-
pirasiocsi, o/iHaK 32 OCTaHHIX KiJibKa MiCAIiB XBOPUA
GE3MPUUYMHHO CTAE JIe/iali OiJIbIe PO3APATOBAHUM.

Odranbmosioriune  0OCTEKEHHS: JIeTKi BUSABU
kisbits Kaiizepa — @reiimepa, crabKicTh akTy KOH-
Bepremiii 3 000X GOKiB.

3araJbHUI  aHai3 KpOBi: epUTPOIUTH —
4,5-10" /i, remorsiobin — 128 /11, KOIbOPOBMIi 110-
kasuuk — 0,86, tpomboruT — 160 - 10° /71, neiiko-
uutu — 4,4-10° /01, nanuukosiiepai — 2 %, cermeH-
TosiziepHi — 63 %, gimbountu — 34 %, MOHOLIUTH —
1%, IIOE — 6 mM/TOS.

bBioximiuHuii aHami3 KpOBi: IepyJoILIa3MiH Yy
masmi Kposi — 45 mr/it (Hopma — 180—450 mr/a),
MiJlb Y TIJ1a3Mi KpPOBI — 7,2 MKMOJIb/J1 (HOpMa —
12—24 MKMOIIB/a), TIOKO3a — 4,5 MMOJb/ I, 3a-
rajibHu#t 6iipy6iH — 13,0 MKMOJID /T, HETPSAMIiT —
4,0 MxMoTe /01, mpsaMuil — 9,0 MKMOJTE /J1, 3aTaTbHIT
6iok — 66 1/71, anpbymin — 30,5 1/71, X0I€eCTEPUH —
6,0 Mmoab,/1, cedoBrHAa — 6,6 MMOJTB/71, KpeaTHHIH —
110 mxMmouib /1, acnapraramMinoTpancdepasa — 0,32,
anmarigaminoTpancdepasa — 0,41.

3a JaHUMU yJIBTPa3BYKOBOTO JOCJIIKEHHST Opra-
HIB 4Y€PEBHOI IIOPOKHUHU, BEPTUKAJIBHUI PO3MIP

Puc. 2. CHacTHYHHI nIape3 KUCTEH 000X PyK: BUILA 300Ky (A) Ta 3Bepxy (B)
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paBoi yacTku Tedinku — 171 mm, JiBoi — 75 MM.
KonTypu piBHi, uiTki. Kpail nediHku 3a0KpyTJIeHUI.
ITapenxima BesMko3epHUCTa, HeOHOPiHA. EXoreH-
HICTb TIeYiHKK HeojHopifHO migBuiieHa. CyauHHa
ciTKa posiupena ta 06py0bJieHa, Jiamerp v. portae —
15 mm. Crinku cyaun yiiabhaeni. CriibHa KOBYHA
MIPOTOKA He posimpena. JKOBYHMIT MiXyp Bi3yasisy-
erbest. Mopma — TposroBryBara. Po3mipu: I0BKHU-
Ha — 79 mm, mpuHa — 23 MM. lecopmartii 5koB4HOTO
Mixypa Hemae. CTiHKa yIiiJibHeHa. BMicT ;KoBUHOTO
Mixypa — rycra ;koB4. [ijnmyHkosa 3ajio03a BigyaJti-
3yerbest. Poamipu: rosioBka — 29 MM, Tisio — 16 mm,
xBicT — 21 mm. Konatypn witki, HepisHi. [Tapenxima
HEOIHOPIi/IHA i3 AISTHKAMU ITi/IBUIIIEHO] €XOTEHHOCTI.
Cenesinka Bidyasizy€eThcs. Po3Mipn: TOBKIHHIK —
160 MM, otepeurnk — 90 mm. CTpyKTypa BeJHMKO-
3ePHICTA, HEOAHOPIHA, 0. lienalis — 10 MM. Y yepes-
Hili TOPOKHUHI BUJIbHA PiIHA He Bi3yami3y€eThCsl.

TepaneBTruuHi 3aX0/11, NOPSJL 3 MOCTIHHUM 3aCTO-
cyBaHHsIM 0a30BOTO JIiKyBaHHSI OCHOBHOTO 3aXBO-
pioBanus («Kympenisny), BKIoUaan TpU3HAYEHHST
renaToIpoTeKTOPHOI, €31 HTOKCHKAIIiTHOI, MeTabo-
JIIYHOI Teparlil, 30KpeMa aMiHOKMCJIOTHO-MiKpoeJie-
MEHTHI KOMILIEKCH, Ta BiTaMiHOTepallii ImapeHTe-
pasbHo: zieTa Ne5 3 BUJIydeHHSIM MPOIYKTIB, sIKi
MICTSTD Mijib, izionoriyauit po3unH, «lryTaprins,
«Copbinakr», «Iudeson», «Pubokcun», «TioTpia-
30J1iHY, «Ypcomiony, «HelipoBitany, « Tokcukins.
Takosk XBOPOMY PEryJIsipHO POOUJIH 3arajIbHUI Ma-
Ca’K, JIIKYBaJIbHY (Di3KYJIBTYPY, €J€KTPOIIPOIIELY PH.
ITorpeba y KOMILIEKCHOMY CTalliOHAapHOMY JIKY-
BaHHI y XBOPOTO BUHUKAE 2—3 pa3u Ha piK.

Koxmoro pasgy micsasg TPOBEIEHOTO JIiKYyBAHHSI
Bi/I3HAUA/IACA MTO3UTUBHA IUHAMIKA, 3MEHIIIeHHS Ti-
HepKiHesiB, JesKe MOJIIMIIeHHs KOBTaHHsI, cTabii-
3allisl ICUXOHEBPOJIOTIYHOTO CTaHy. XBOPUH 31 CTO-
POHHDBOIO JIOITOMOTOIO0 MII BCTABAaTHU 3 JIKKa 1 Iepe-
CyBaTHUCS B MesKax MajaTu Ta BifaineHHs. Mix Kyp-
CaMM CTaIllOHApPHOTO JIKYBaHHS JIJIs [TOAAJIbIIOL
peabiritanii marieHTy 3AifICHIOBAIN MATOTEHETHY-
He JIIKYBaHHS Mi/IbeJIIMIHYBaJIbHUMMU IIperapaTaMy,
MpU3HAYAIN JHETY, Maiiske MOCTIHHO POOWMJIN Bijl-
mpaiboBani B crarionapi komriekcn JIOK, macax
BEPXHIX Ta HUKHIX KiHIIBOK.

OcobJUBICTIO ONMUCAHOTO KJIHIYHOTO BUIIAJIKY €
3HaUHA TPUBAJICTb, IMOBIJIbHE NPOTPECYBAHHS 3a-
XBoproBaHHA (TOHA/ 27 POKIB) Ta BiHOCHO 3a710-
BUJIBHMI CTaH XBOPOTO. 3TiTHO 3 JaHNMH IT€PBUHHOI
MEJIMYHOI JIOKyMEHTallil 3a 11eil nepios Takoro pe-
3YJIBTATy BAQJIOCS HOCATTU TOEIHAHHSM BYACHO
HpU3HAYEHOro Ta Oe3repepBHOro 3acTOCyBaHHs Ga-
30B0i Teparii «Kynpenijsiom», mepionuyHe crailio-
HapHe JIIKyBaHHS 3 BKJIOYEHHAM Y JIIKYBaJIbHI cXe-
MU TenaTONMPOTEKTOPHUX TIPerapariB, BiTaMiHHO-
MIKPOEJIEMEHTHUX Ta aMiHOKUCJIOTHUX KOMILJIEKCIB,

HMOIEHHUI SAKICHUM JIOTJIsA]1 3 TIEPIOJIMYHUM TPOBe-
NeHHSIM (i3ioTepareBTUYHUX MPOIELYP, JiKyBab-
Hoi (biskynsrypu, Macaxky. Benuky posb y 3a0e3rie-
YeHH] 33I0BUJIBHOTO CTaHY XBOPOTO BiflirpaBajia Ma-
Tip, gKa 3a JIOMTOMOTOIO0 MEATIEPCOHATY OTaHyBaja
HABUYKH JIOTJISILY 32 XBOPKM, 3aCBOIJIa 0COOJUBOCTI
TETU Ta BUKOHAHHS TIPOTIETyPU TOMLYBAHHS CHHA Y
BUMYIIEHOMY IOJIO’KEeHHI, 30KpeMa BUKOPUCTOBYIO-
9 Pi3Hi MOOYTOBI MPUCTOCYBAHHS, OBOJIOLIA TIPH-
HoMaMU Macaxy, JIiKyBaJbHOI (i3KyJBTypH, I0-
MarHboi isioreparii Tomo. Came 3aBAAKM ii caMo-
Bi/ytaHiil yuacri GyJia peasizoBaHa mporpama peadi-
JiiTailii BIPOJIOBXK KiJIbKOX JIECATUJITD, A0TPUMaHA
YyiTKa CcXeMa 3aCTOCYBaHHSI MeIUKaMeHTIB Ha
aMOyJIaTOPHO-TOJIKJIIHIYHOMY  eTarti, 3abe3redyeHa
CBOEUYACHICTh TOCIIiTaji3alii. 3 Mmepimx pokiB 3a-
XBOPIOBAHHS BUSBJISAIOCS TOMIHAHTHOIO HEBPOJIO-
riyHOI0 cuMnToMaTukor. [logasnbiie mporpecyBas-
H TTPU3BETIO JI0 HAPOCTAHHS HEHPO-M SI30BUX TTOPY-
IIeHb 3 BTPATOIO 3IaTHOCTI PO3MOBJISITH, *KyBaTu
1KY, 3[1MCHIOBAaTU KOBTAHHS Ta, 9K HACJHIJIOK, /10
3HMKEHHST TPODOJIOTIYHOTO CTATYCy XBOPOTO 3 BU-
SBaMU TOJIIHYTPIEHTHOI HEJJOCTATHOCTI, BTOPUHHUX
(1esiarpoiIHMX) 3MiH MIKiPHUX TTOKPUBIB, lehopMa-
11 JIMIBOBOT YACTHHU TOJOBH, XpeOTa, CIaCTHYHUX
3MiH IlepeBa’KHO BEPXHIX KiHIIIBOK Ta MOJIiHelpoTa-
Tii aIIMEHTapHOTO IIOXO/KEHHS. YPaskeHHs rernaro-
GimiapHOl crCTeMU 1 cele3iHKN BU3HAYAJINCS 3a Ja-
HUMHU yJIBTpacororpadii; 6ioxiMiuti Mapkepu GpyHK-
IIOHAJIBHOTO CTaHy IEYiHKU, IPOIECiB KPOBOTBO-
PEeHHS, 32 JAHUMU BUTSTIB 3 MEAUYHIX KapT CTaIlio-
HApPHOTO XBOPOTO MOIEPE/IHIX ToCTiTami3altii, 6yan
y MesKax HOpMU. 3Beprae Ha cebe yBary IIiBUIIEH-
HsI €XOTEeHHOCTI apeHXiMU MiIITYHKOBOI 3271031 32
OCTaHHIX TPY POKHU O€3 KIIHIYHUX 03HAK eK30KPUH-
HOI Ta eHJOKPUHHOI HEJIOCTATHOCTI, 10 MOKe OyTH
HACTIIKOM ANCTPOMIYHNX 3MiH TKAaHWHW TTiITITYH-
KOBOI 3aJ103M BHACJI/IOK TOPYIIEHHST OOMIHY Misi.
[IporHOCTUYIHO CTIPUATIUBUM CUMIITOMOM Y ITbOMY
BUIIQJIKY € BIJICYTHICTb 3MiH Y HUPKaX, 32 JaHUMU
YJIBTPa3BYKOBOTO JIOCJI/IPKEHHS Ta aHAJII31B ceul.

Onucanuii BuTaiok 3a kiacudikariero J. H. Walshe
ta M. Yealland [15] MokHa BU3HAUnUTH SK TI€pe-
6pasbry opmy X BK. BaskiBrM acrieKTOM MOJIiTT-
[IEHHS Pe3yJIbTaTiB JIKyBaHHs IAl[lEHTA HA OCTaH-
HiX eTamax CIOCTEePEeKeHHsI € CBO€YacHa [iar-
HOCTHKA IOJIHYTPIEHTHOI HEJOCTaTHOCTI aJjliMeH-
TAPHOTO TIOXO/)KEHHSI Ta BHECEHHS BiIIOBITHUX
KOPEKTIiHl y cxeMy JIKyBaHHS 3 iH(y3ilHIM 3aCTO-
CYBaHHSAM aMiHOKUCJIOTHUX, BiTaMiHHO-MiKpoeJe-
MEHTHUX KOMILJIEKCIB, METO/IB JiKyBaJabHOI (hi3-
KYJIBTYPH, Macaky, eJeKTPOIpoIeyp, 0 3HAYHO
MOMNTIIyBaI0 (Di3MUHUI Ta TTCUXOHEBPOJIOTIUHMI
CTaTyC XBOPOTO, MOPSI/L i3 BUCOKOSIKICHUM Bcebid-
HUM JIOTJISIZIOM 32 XBOPUM 3 OOKY MaTepi.
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! ByKOBUHCKHI I'OCYAAPCTBEHHBIN MEAUITMHCKUN YHUBEPCUTET, YEPHOBLIbI
2JopojcKas KIIMHHUYECKast O0mbHMUIIA Ne 3, HepHOBLIbI

3ab6oJsieBaHne Buibcona — KOHOBa/IOBA:
COBPEMEHHBII B3IVIA]] HA IPOOIEMY U COOCTBEHHBIH OIIBIT

PaccMOTpEHBI COBPEMEHHBIE ACIIEKTHI AMUJIEMUOIOTHUH, TATOTEHE3A U KIACCU(PUKAITN 60/IE3HU BHIbcoOHAa —
KoHoBanoBa. ONHCAH KIMHUYECKHUNA CIYy49ail 3TOro 3a00IEBAHMA, OCOOEHHOCTBIO KOTOPOTO SBJIAETCSA 3HAYU-
TEJIbHASA IPOAOJDKUTEILHOCTD XKU3HU IIPH JJAHHOU O0ne3HU (6onee 27 JIET) KAK PE3YIBTAT NPABUIBHO TOCTPO-
€HHON CTPATETHUH JIEUEHUS U TIIATEILHOTO €€ BBITOMHEHUA. ONpeieneHa 0co0ast pojib HEMEAUKAMEHTOZHBIX
METOJIOB JICYEHUSI, PCAOINTALTIU U YXO/14 31 OOIbHBIM.

Kirroguesslie c10Ba: 601e3Hb BryibcOHAa — KOHOBAJIOBA, ME/Ib, LICPY/IOIIA3MUH.

O.1. Voloshyn !, V.P. Prysyazhnyuk !, M.1. Kondrevych 2
!'Bukovinian State Medical University, Chernivtsi
2Chernivtsi City Clinical Hospital Ne 3

Wilson’s disease: modern look at the issue and own experience

The modern aspects of the epidemiology, pathogenesis and classification of the Wilson’s disease together with
clinical case of this disease have been described in the article. The peculiarity of the presented clinical case is the
long-lasting disease duration (over 27 years) as a result of proper treatment strategy and its careful realization.
The particular role has been defined for the adjuvant treatment, rehabilitation and patients’ care.

Key words: Wilson’s disease, copper, ceruloplasmin.
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