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Heduanmuys

Jlo cuX TIOp He CyIIeCTBYeT OZIHO3HAYHOTO OTpeziesie-
HuUs 6osie3Hn BusibcoHa. IIprBenieM HECKOJIbKO Haubo-
Jlee yIa4HbIX, KaK HaM [IPeZICTaBIIAeTCS, ee Orpe/ieIeHui.

Bone3ub BusibcoHa, WM remaroliepeOpanbHast Avc-
TpodHs, — 3TO Pe/IKOe, TeHeTUYeCKH 00YCIIOBIIEHHOE 3a-
OoJieBaHMEe C ayTOCOMHO-PeLieCCUBHBIM TUTIOM HAaCJIe/0-
BaHMs1, B OCHOBE KOTOPOTO JIE)KUT HapyleHre oOMeHa
Me/Ii C U30BITOYHBIM ee HaKOTJIeHUEM, TPeUMYIIeCTBeH-
HO B [1eYeHN U B LIeHTPAJIbHOM HEPBHOM cucTteMe [5].

Bonesnb BusbcoHa — 3TO pesiko BCTpeyarolieecs Ha-
CJIe/ICTBEHHO JleTepMUHMPOBAaHHOE ayTOCOMHO-pellec-
CMBHOe 3aboJieBaHMe, XapaKTepusyiolleecs HU30bITOY-
HbIM HaKOIUIeHHeM Me[y B Ie4YeHH, TOJIOBHOM MO3Te,
TII0YKax U IPyrux opraHax [12].

Bone3nb BunbcoHa, vy renaToeHTUKY IIpHas fiere-
Hepalsi, — 3TO PefIKoe, HacJIeZICTBEHHO 00YCIOBJIEHHOE
3abosieBaHNe, B OCHOBE KOTOPOTO JIEXUT HapyIleHHe
oOMeHa MeJlM C ee HaKOIJIeHUEM B OpraHax-MUIIEHSX:
TeYeHy, TOJIOBHOM Mo3re (4YeueBUIIeOOpa3HBbIX f/Pax,
HOZIKOPKe U KOpe), C KOpPUYHEeBO-3€eJIeHOM MUrMeHTal e
Kpasi pOrOBUIIbI 1 TOPa)KeHHeM Movex [7].

B MexayHaponHyo KiaccupuKkanuio 6ose3Hen
¥ po6JieM, CBSI3aHHBIX CO 30pPOBbeM, 10-T0 epecMoTpa
(MKB-10), 1995 roza 60sie3Hb BujibcoHa BKJIFOY€HA MOJ
mmdpom (komom) E83.0 [12].

TepmuHosOrus

TepmuH «60:1e3Hb Bribcona» (Wilsons disease) mpo-
MCXOIUT OT paMuiiy GpuTaHcKoro HeBposiora (Samuel
Alexander Kinnier Wilson, 1878-1937), onicasiero sty
6ome3ub B 1912 rozry. OfiHaKO HAMHOT'O PaHbIIIe ee OIu-
caHve ObLJIO IIPeJICTaBIeHO ABYMS HEMELKIMH yIeHbIMU:
Karl Friedrich Otto Westphal (1833-1890) — B 1883
rony (Arch. Psychiatr, 1883; 14: 87-134) u Adolf
Strumpel (1853-1925) — B 1898 roay (Dtsch. Zschr.
Nervenkrankh., 1998; 12: 115-149), B cBsi3u C 4eM ee
TnepBOHaYaJbHO MMeHOBamM 0ose3Hblo BectBanms —
Mitpromnensa [20]. IlpyumHa 3TOrO pacxXoXJeHUs
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OCHOBHOE, noauyac peLiarllee 3Ha4YeHNEe
M3 BHYTPEHHUX NPHUYUH 6OAE3HEN

MMEIT paKTOpbl HACAEACTBEHHOIO
MPEAPACIONOXKEHMST U MHAMBUAYAABHOCTb.
M. B. AaBbipoBcknin (1887-1968) [3].

COCTOSIA B TOM, 4YTO CHavana Gone3Hb BectBanma —
IITprommens u 6071e3Hb BuibcoHa (B PyccKO# TpaHC-
kpunipy pamunuio «Wilsons B epeBojie ¢ aHTJIHICKO-
ro cyiefiyeT 0603HaYaTh Kak «YWIbCOH») PaCCMaTPUBAJIH
KaK [IBA CaMOCTOSITEJIbHBIX 3a00JIeBaHWs, M TOJIBKO
B 1920 rozy Spielmayer u Hall fokazamu, 4ro 60s1e3Hb
BectBans — LITproMnens — 3TO JMIIb OAWH U3 BapUaH-
T0B (popMm) Gose3Hn BusbcoHa. BriocsencTBuy yanoch
YCTaHOBUTb, YTO TIepBOe ONKCAHKe 3TO! 60Jsie3HN ObUIO
TIpeicTaByIeHo ele paHblne — B 1854 roxy (Frerichs) [20].

B Harreii cTpaHe 10 CUX Mop 4acTo 60J1e3Hb Buibco-
Ha UMEHYIOT <Oone3tvio Bunscona — Konosanosa»
(H. B. Konosanos (1900-1966), poccuiickuii HeBpoO-
jor). OTO CBA3aHO C TeM, YTO B IOCJIE€BOEHHbIE T'OJbI
(1949-1953) B CCCP oduiManbHBIMU BJIACTAMK ObLTa
MHUIIMMPOBAHA Ouepe/iHas IyMHasi IOIUTHYecKast KaM-
MAHUSA T0]] JIO3YHIaMU <«00pb0bl ¢ KOCMOROJUMUIMOM
U npexnoHeHueMm neped UHOCMPAHUUHOU», KOTOPAsi B Me-
IWLIMHCKOM HayKe BBUIJIACh B TIOWCK, BO YTO OBI TO HU
CTajl0, IPUOPUTETa OTeYeCTBEHHBIX aBTOPOB B pa3jIny-
HbIX paszieslax MeZMIMHbL. VIMeHHO B TO BpeMs NOsIBU-
7uch Ge3 JOCTAaTOYHBIX HAYYHBIX OOOCHOBAHUI <«080U-
Hble» INOHUMUHECKUE MEPMUHbI MHOTUX KIIMHUYECKUX
CHMITOMOB ¥ 60J1e3Hei: cumiToMbl [lleTkrHa — BitoM-
Gepra, I'pekoBa — OpTHepa, Bunorpasnosa — [lropo3be,
T'eopruesckoro — Mroccu 1 MHOTO ip. OfHUM U3 HUX
¥ CTaJl TEpMUH «bose3Hs Bunvcona — Kornosanosas, Ko-
TOPBIM HUITIe B MHpe He N0JIb3y0TCA. MBI Ioj1araem, uTo
cileflyeT WCIOJIb30BaTh MEXIYHAPOAHO IPU3HAHHBINA
TepMHH — 60J1e3Hb Busbcona [13].

CHUHOHUMBI

B MenunuHCKO¥ uTepaType MOXKHO BCTPETUTh MHO-
’KeCTBO JIPYTMX HalMeHOBaHuii 60se3HU BusbcoHa: 60-
ne3Hb BecrBasna — HITprommnensa — BuiabcoHa — remna-
TOJIEHTHKYIIpHas JereHepauys (degeneration hepato-
lenticularis);6051e31b BusibcoHa — renaTonepedpasbHast
nuctpodus (dystrophia hepatocerebralis); neiiporemna-
TUYecKass nereHepanus u ap. OJHAKO dYaiie BCero



TIOJIb3YIOTCSl SMOHUMHYECKMM TePMHHOM — 0O0Jie3Hb
Busnbcona [20].

PacnpocTpaHeHHOCTb

BOJIbIIMHCTBO aBTOPOB YKa3bIBAIOT, YTO YacToTa 60-
ne3Hu BusbcoHa cocrasister 1:100 000 momynanmy, —
3TO pezikoe 3abosieBaue [2]. Bose3Hb 00bI4HO MaHHUpe-
cTupyer B Bo3pacTe 818 sieT, a MHOIZ@ U paHblie, HO
B CJIy4asX, KOrZla B HA4aJbHOM CTaZIuM OHA MpOTeKaeT
JIATeHTHO WA MAaJIOCUMIITOMHO, €€ AWarHOCTUPYIOT
B OOJiee CTApIIMX BO3DPACTHBIX IPYMIaxX, HEPEAKO ke
npu chopMHUPOBaBIIEMCS IUPpo3e TedeHr. HeckombKo
Jamie 60Je3Hb BUJIbCOHA BCTpeYaeTcs y MyXKUHH, 4eM
y eHIIVH [2].

DTHONOrUs U NaToreHe3

Cpenu strosorIIeckux GakTopoB 60Je3Hu Buibco-
Ha 11eJIec000pa3HO pa3yivaTh BHEIIHECPeIOBbIe U BHY-
TpeHHUe GakTOpbl. B pasHoe BpeMs B KayecTBe BO3MOXK-
HbIX BHEITHEeCPeZIOBbIX 3TUOJIOTMYecKuX $pakTopos ¢u-
rypupoBazia nHdeKIus — GakTepuasbHas M BUPYCHAs,
a TaK)Xe MUKPOOHAs MHTOKCHUKALMsA, OJHAKO JIOKA3aTh
MH(}EKIMOHHOe TPOKCXOXIeH e 601e3HH BIbcoHa TaK
¥ He yZiasioch [14].

B Hacrosee BpeMs yCTaHOBJIEHO, YTO OCHOBHOE 3Ha-
JeHwe B IIPOMCXOXIeHNH 60Jie3HN BubcoHa mpuHase-
KUT HACJIe[ICTBEHHOCTY — IeHeTYecKUM QpaKTopaMm.

Bonesnb BuibCOHa — 3TO HACJIECTBEHHO-ZIeTEPMU-
HUPOBAHHOe 3abo0JieBaHKe C ayTOCOMHO-DELeCCHBHBIM
TUIIOM HacJIeZIOBaHKs, B OCHOBE KOTOPOT'O JIEXUT Hapy-
1meHve BbiBezleHUs Meiu (Cu) U3 NeYeH! C JKeTublo U ee
M30bITOYHOE HAKOILIEHVe B OPraHax M TKaHAX, TIpexze
BCErO B [IeYeHH 1 B TOJIOBHOM Mo3re (B YedeBHIle00pas-
HBIX f7Ipax, B IOAKOPKe U B KOPE), — 3TO CBOeoOpasHast
<«8pocdennas omubka oomena medus |5, 10, 14, 16, 19].

T'eH 6Gosie3HM BuyibCcOHA pacrosiokeH Ha JJIMHHOM
mieye 13-ii xpomocoMbl. OH KOAUPYeT CTPYKTYPY
MmenbTpaHcnoptupyomeii AT®a3sl P-tuna (ATP7B),
JIOKQJIU3YyIOLeNcss B TPAaHCIIOPTHOM CeTHW anrapara
TombkK U B MeMOpaHaX MHUTOXOHZPHI, a TaKxke
Ha  KaHaIMKYJIApHOW  MeMOpaHe  TellaTOIWUTOB
[1, 10, 14, 18, 25]. BaxxHbIM B QYHKIIMOHATIBHOM OT-
HOIIEeHUU ABJAITCA: 1) 6 MeAbCBA3BIBAIOLUIUX JOMe-
HOB; 2) ZIOMEH, BbICBOOOK/IAIOIIUICS MTPU TUAPOSIU3E
AT®, xOoTOpBIY y4aCTBYeT B TPAHCKPUILIUU 3HEPIUY,
1 3) AT®-CcBA3BIBAIOIMI JOMEH.

T'eH 601e3HM BHyTbCOHA YacTo M0/1BEpraeTcst MyTawy-
M (Mx u3BecTHO oKosio 100), U3 KOTOpHIX Hambosee
BaxHa MyTanms H1069Q [10].

BMmecTe ¢ nuiell B OpraHM3M 4eslOBeKa eXXeJHeBHO
HIOCTyIIaeT 2—5 MI' MeJii, KOTOPasi, BCaCchIBasACh B KUIIIeY-
HMKe, TPaHCIIOPTUPYETCsl TI0 BOPOTHOM BeHe B IeYeHb,
I7le Coe/IMHsAeTCA B anmnapare ['oJbmxu ¢ yepynonnasmu-
HOM — OCOOBIM CHIBOPOTOYHBIM OENKOM M3 (paKIUH
0.-TJIOOYJIMHOB, TPUHAJJIEXAMUM K TpYIIe MeTaJuio-
TPOTEN/IOB, KOTOPBIH COZIEPKUT MeZlb 1 001aZiaeT CBOH-
CTBaMU OKHUCJUTeNbHOrO GpepmeHTa. OH CHHTe3UpyeTcs
B [le4eHU U peryaupyeT TPAHCIOPT MeaX B OpraHu3Me
YesioBeKa. 3aTeM Me[lb HKCKPeTHUPYeTC B KUIIEYHUK
BMecTe C XeTdblo. [Ipu 6one3Hu BusbcoHa abcopbuus
MeZii B KMIIeYHUKe MoBblmaercs (1o 1,2-1,7 mr/cyr),
a ee 9KCKpeLys C XeT4blo, HA[POTUB, — CHUKAeTCs (10
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0,6 Mr/cyT), 4TO ABJISAETCSA CJIEJICTBUEM Pe3KOT0 CHUKe-
HUSI WJIM TIOJTHOTO OTCYTCTBUS reHa 60Jie3HM BruibcoHa.
I[Tpu 3TOM Me[ib B IOBBIILIEHHOM KOJINYeCTBe JIe[IOHUPY-
eTcsl B KPOBSTHOM pycjie, B TKaHU Ie4eHH, TOJIOBHOM
Mo3re, pOroBulle I71a3a, Mo4YKax U Apyrux opraHax. Tax,
coZiep)KaHue Me/Iv B FAaHTJIMAX FOJIOBHOI'O MO3ra MOBbI-
mraercs B 10 pas.

[oBbIlleHHAass KOHIIEHTpalWs MeAu B OpraHax
Y TKaHSX BbI3bIBaeT 6JI0Kazy cyabpruppuibHbix (SH)
rpynn psina ¢epmeHTOB, Hapyiass MeTaboJUYecKue
HpoLecchl B TIe4eHU U BbI3bIBasi MHTOKCUKALIMIO, a TaK-
ke 00y CJIOBJIMBAET SHEPreTHYecKoe roJioflaHye ToJIoB-
HOro moa3ra |7, 28].

Menb CIyXUT aKTUBaTOPOM HWHCYJHMHA, 00YCJIOB-
JIUBasi PacCTPOWICTBO YIJIEBOAHOTO OOMeHa — eunep-
UHCYTIUHUSM.

Kpowme Toro, meds aensemcs npooxcudanmom, Io3To-
My ee M30BITOYHOE HAKOIJIEHHe B TeMaTOLUTaX MpPOsiB-
JIsIeTCs1 B TIOBBINIEHHOW TeHepalvy MPOAYKTOB CBOOO/-
HOPAIMKaJIbHOTO OKUCJIEHUS JIUIWZOB, CH)KEHUU CO-
Jlep>)KaHusl aHTUOKCUJIAHTOB U 3allacoB IJIyTaTHMOHA
B IIeYeHH, YTO, KaK CJIe[ICTBHE, IPUBOJUT K LIUTOJU3Y
(HeKpo3y) remaToLUTOB. IIpy 3TOM Me/lb BLICBOOOXK/A-
eTcsl U3 MeYeHOYHBIX KJIeTOK, HAKAIUIMBAACh B TIOBbI-
IIeHHOM KOJIN4ecTBe B KPOBSIHOM pycJie, U OTKJIa/IbIBa-
eTcs B opraHax-muiensax [10, 16, 25].

B crnenanabHOM MCCIeJOBaHUM CeMeNHbIN (Hacuen-
CTBEHHBIN) XapakTep 60Je3HM BuiibcoHa ObLT OTMEYeH
B 80 ciyvasix u3 175 o6cieZloBaHHbIX ceMeit O0JTbHBIX.
[Tpu 3TOM ObLIIa yCTAHOBJIEHA MOJIHASI KOHKOPAAHTHOCTD
110 6ose3H1 BuyibcoHa ofiHOANLEBBIX OJM3HEIOB. Bbiia
JI0Ka3aHa TaK)Xe BBICOKAs TIeHeTPAHTHOCTh reHa 0oJie3-
HU BusnbcoHa [7, 16].

HocuTenaMu naTonorndeckoro auens ABIsSI0TCA 2e-
mepo3uzomet, cocTaBiAomye 1% MpakTUYecKu 310po-
BBIX JIMI], — Y HUX BBISBJISIOT aHOMAJIMK MeTaboi3Ma
Mefiu. Y TreTepo3UrOTHBIX pPOJUTeNel PpOXKAAeTcs
25% 6onbHBIX ¢ 60e3HbI0 BuibcoHa, 25% 310pOBBIX
nereid 1 50% — TeTepo3UrOTHBIX, Y KOTOPBIX TeHOTHUII
107100eH PO/IUTEILCKOMY.

KiuHuka

KiuHuyeckast KapTuHa 6ose3Hu BusibcoHa oT/Mya-
ercsl nonmumopduamom. Yaire Bcero (B 40-65% ciyda-
eB) 3a00J1eBaHue IeOI0THPYeET C TOPAKEeHs IeYeHH, Pa3-
BUBaloIerocsi B Bo3pacre 5-18 nert; pexe (B 30%) —
C HeBPOJIOTMYEeCKUX M IICUXWYeCKUX PpaCCTPOMCTB.
3HauKTeNILHO PeKe BO3MOXKHO Ha4asio OGOJIe3HH C reMo-
JINTAYECKOTO KpH3a U reMoIuT4ecKoi anemuu (Gopma
Kepapa). TeueHre 60J1€3HI MOXeET OBITh QyIbMUHAHT-
HBIM U Me/IJIeHHO IIPOTPecCUpYIOLITM.

A6domunanvras ¢opma 6onesnu Bumvcona Moxer
HPOSABNIATHCS QYIBMUHAHTHOW MEYeHOYHOW HeZoCTa-
TOYHOCTBIO, OCTPBIM U XPOHUYECKUM TellaTUTOM C HC-
XO/IOM B LIMPPO3 Ie4eHW, XapaKTepu3yIOLUics Mop-
TaJIbHOM T'MIepTeH3uel ¥ OTeYHO-aCLIATUYECKUM CHH-
ZIPOMOM, a TaKXe KpOBOTeYeHHeM W3 BaPUKO3HO
pacLIMpeHHbIX BeH NUIeBo/ia 1 xeyaka. B 1% ciay4yaes
BO3MO’KHO Ha4asio 60JIe3HY C TOPakeH!s OYeK, MpoTe-
KalolIlero ¢ MpOKCMMaIbHOM KaHaJbIeBOM AUCYHKIIN-
eil (cunapoM PaHKOHM), IMOBBINIEHHOW 3KCKpeLyei
KaJIbIMA ¢ MOYOH, ¢ runiepdocdaTypueii v HapyIeHueM
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ee aruI0pUKaIUK, YTO CIIOCOOCTBYET Pa3BUTUIO MOYe-
KaMeHHOW 6oJie3Hn 1 HedppOKasbIMHO3a; IgA-Hedpo-
MIaTUM WM XPOHUYECKOTo riaomepynoHedputa. ViHora
HaOJII0ZIaeTcA SHAOKPUHHAA NUCOYHKIMSA C MPU3HAKa-
MU THIOrOHazu3Ma (OJIUro- M aMeHopesi, Gecruioznue,
Npu3HaKU rupcyTu3ma) [1, 2, 4, 5, 8,12, 14, 21, 25].

QYNoMUHAHMHAS ~ NEUEHOUHAS  HeJOCMAmMOUHOCMb
TNpOTeKaeT ¢ OBICTPO IPOrPecCHpYIOLIel JKeTyXOH,
OCTpO¥i Ne4eHOYHOU HeZIOCTaTOYHOCThIO, 3HIedaona-
THel, yMepPeHHOU CIJIeHOMerajvied, BHyTPUCOCYAUCTHIM
reMOJIA30M C NOC/IeyIoLeld reMOJIUTUYeCKON aHeMuen
(mo 50 r/n 1 MeHee); TPOMOOLIMTONIEHIIECKO MypITy-
PO C BBIpaXeHHBIM reMOpparuyeckKuM CMHAPOMOM; T~
nepOnIMpyOVHeMuel 3a CYeT KOHBIOTMPOBAHHOM U He-
KOHBIOTMPOBAHHOH ero ¢ppakiuii Mpyu HU3KOM YpOBHe
meoyHo ¢docdarasbl M 3HAUYUTETHHOM TIOBBIIIEHUN
cofiepKaHusi CBOOOTHOM Me/Iv B CBIBOPOTKE KPOBHU, UTO
ABJISIETCSA OCHOBHOM NPUYMHOM TeMOJIUTUYECKOrO KpU-
3a ¥ BHyTpHCOCyaucToro remonusa (y 15% GONbHBIX).
ITpu 3TOM HAOJIIOZAETCSA TeMOTTIOOUHYPHSA ¥ BO3MOXKHO
pa3BUTHE OCTPOY IOYEYHOW HeI0CTATOYHOCTH, a COOT-
HOIIEHUe <wjelouHas ocpamasa: bunupybun» CHIXA-
ercs 10 2,0/100% [9].

B xopoTkue cpoku QyIbMIHAHTHAS [TeYeHOYHAs He-
ZIOCTaTOYHOCTD NTPUBOAUT K JIETaJIbHOMY MCXOZY, KOTO-
PBIi MOXKeT OBITh IPeI0TBPAIleH TOJIbKO CPOYHOM TPaHC-
IUIaHTauuel nedenu [1, 14, 19]. B kauecTBe npoBonypy-
01X GaKTOPOB pa3BUTHSA GyTbMUHAHTHOU EYEHOYHOH
HE/IOCTaTOYHOCTA MOTYT BBICTYIIaTh OCTPBIA BUPYCHBIN
reraTuT C peluIMKalLiell BUpyca B IeYeHU U BUPYC repIie-
ca 6-To TWIa, IOpaXKAIOIWIA TKaHb TedeHu [17, 22, 31].
XpOHUYeCKuii reraTUT py 60J1e3H1 BuiibcoHa xapakTe-
pU3yeTcss BbICOKOM aKTUBHOCTBIO, BHIPAKEHHOU JKeJNTy-
XOU M HEKPO30M relaTOLUTOB, O YeM CBUZETeIbCTBYyeT
CYLLIeCTBeHHOE IIOBBILIEHNE COZePXKaHUsl B CbIBOPOTKe
KpoBU (epMeHTOB IUTONMM3a (acrapTaTaMUHOTpaHCde-
pasel (AcAT) u amannHamuHOTpaHcdepasbl (ANAT)),
depmenToB xosecraza (menounou ¢ocdaraszsr (IID),
Y-TJyTaMAJITPaHCIeNTUAA3b], JIeMIMHAMUAHOIIENITH/IA3bI),
ruIepraMmaro0yMHeMus U ObIcTpas TpaHchopManus
B IMPPO3 I1eYeH! C XapaKTePHbIMU JJI1 HETO IIOPTaIbHON
TUIepTeH3Kel, aCLUTOM U TeprudeprieckKuMy OTeKaMH
[1, 2,14, 25, 27, 30]. Tucronoruyecku Ipy 3TOM ompeie-
JIAIOT HaJIMY/e MUKPOBE3UKYJIIPHOU KMPOBOM AUCTPO-
¢un ¥ KoaryIAINOHHBIN HEKPO3 IeraToLyTOoB [7].

B cpaBHUTeNIbHO peaKUX CJIy4asx B Ha4aJIbHOM [1epu-
ozie 60J1e3HY BryibcOHA BCTpeYaeTcs IATEHTHOE MU Ma-
JIOCUMIITOMHOE TeuYeHue CO <«CTepTOW» KIMHUYeCcKOu
CHMIITOMATUKOM, NPOSABJIAIOLIENCA JIETKOU KeNTyXOH,
aCTeHWYeCKM CHHIPOMOM, yMepeHHBIM OTKJIOHeHHeM
OT HOPMbI (YHKIIMOHAJILHBIX TIe9eHOYHBIX PO6 (ACAT
u AnAT, II® u zap.). B atux ciaydasx 6osie3Hb yAaeTcs
ZIMarHOCTMPOBATh TOJIBKO HA CTauH cPOpMUPOBABIIIe-
rocsl Uppo3a nevyexu [2].

Breneuenounvie nopaxcenus npu 6one3Hu Bunbscona
IPOSABJIAIOTCS, IIPEK/ie BCero, HeBPOJIOTMYeCKUMM U I1CU-
XWYeCKMMHU PacCTPOMCTBAMU.

OHUM pa3BUBAIOTCA OOBIYHO IT03/[HEE — B BO3pacTe
20-30 sieT 1 IPOABIATCA SKCTPANIMPAMUJHBIMU pac-
CTPOMCTBAMU: <«NOPXAIOUUM MPEMOPOM»> BBITAHYTHIX
PYK U BCero Teya, KOTOPbIY YCUINBAETCSA [IPU SMOLIUO-
HQJIbHOM HamnpsOkeHWM U TPEeBOKHOM  COCTOSTHUM
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OOJIbHBIX; TUIIOMUMHUEH («MACKO0OpA3HOe» JUI0); TH-
TepcayvBaliell; MOHOTOHHOM, KaK Obl 3aTpyZAHEHHOH
peublo, MbILIEYHON PUTHUHOCTBIO U XOPe0aTeTO3HbIMU
TOPCUOHHO-CIIACTUYECKUMYU TUIepKUHe3aMu B BuUfe
«ObloUugUXCs Kpvinibes», U3MeHeHHeM TeMbpa rosoca
u muconueii 1, 4, 7, 14, 19]. Ipu Tsoxenoi popme 60-
ne3Hu Busbcona omucaH cusHzapom ['miteHa — Bappe
(Gillain — Barre): monupagrKyJIOHEBPONATUS C TIEPU-
depudeckum TeTpanapesom [9, 24].

Hcuxuueckue paccmporicmaa TIpu 60J1e3H1 BITbcoHa
TIPOSIBJISIIOTCA M3MEHEHWsIMU B SMOLIMOHAJILHOW cdepe
¥ TIOBeJIeHUM OOJIbHBIX; AIMIJIENTUPOPMHBIMY TIPUTIAJ-
KaM¥; 1130 PEHONON00HON CUMIITOMATUKOW; MOCTe-
NIeHHbIM CHIDKeHMeM UHTeJsIeKTa [1, 2, 4, 14, 29].

Becoma xapaxmepHo nopaxcerue 21d3 TpU OOJIe3HU
BuiibcoHa: TOsIB/IeHNE POTOBUYHOTO «MEJHO20 KONbYA»
Kaiizepa — Dnevmepa (Kayser — Fleischer) — 3erne-
HO-)XeJITO-OypOBaTOro OKpAIMBaHKs Ha IPAHULIe CKIIe-
pbI U poroBulbl. Pexxe BcTpeuyaeTcs KaTapakTa B BUfie
<nodconryxa» [9].

B dyacTi ciydaeB HaOJIONAETCS NOpadXceHue MNoUex,
IPOTeKarolee C MUKPO- U MaKporeMaTypueid, IpOTerH-
ypuel, aMUHOAUUJypueH, TIJII0KO3ypuel, OTe4YHbIM
CUHJPOMOM, IOBBILIEHWEM COfilep)XKaHusA KpeaTMHUHA
B CBIBOPOTKE KPOBY, a TAKXe IPOKCUMAJIbHOM II09e4HOU
nucdynkimein — cuaapomoM Pankonu (B 1% ciydaes).
Kpome Toro, BO3MOXHBI TMIIEPYPUKO3YPUSA CO CKIIOHHO-
CTbIO K HeppouTrasy; HeppoTHUeCKUil 1 OTeUHbIH CUH-
IPOMBI; XpPOHIYeCcKuH riomepynoHedpur [1, 2, 8, 14].

opascenus cycmasos ipy 6071e3H1 BIJTbCOHA IPOTe-
KAIOT C apTpasriel, U3apTpyel, crubaTelbHbIMU KOH-
TPaKTypaMH, U3MeHeHUAAMY B I03BOHOYHUKeE, KOJIEHHBIX
CyCTaBax; OCTEONOPO30M U OCTeOMaJIALIEN.

Hepedxo nabnrodaemcs nopaxceHue cucmemot Kposu:
OCTPBII BHYTPUCOCYAUCTBIA TeMOJIU3, TeMOJUThYe-
CKas aHeMus1, Pa3BUBAIOIIASICA I10CTIe TeMONIUTHYeCKO-
ro kpusa [21].

Y HeKOTOpBIX GOJIbHBIX ¢ 0OJIe3HbI0 BuibcoHA Ha-
OJIFOAIOTCS NPUBHAKU 2UNO20HAOU3MA, TIPOSIBIIAIOIINECS
HapyLIeHUsIMM MEHCTPYaJbHOIO LIMKJA, aMeHopeeH,
Gecrutomviem [4].

Koocnouii - cundpom TIPOSIBNISETCS BACKYJIUTaMU,
KOXKHOW, COCYAUCTOW U TPOMOOL[TOIIEHUIECKOU Mmyp-
nypoi [4, 8].

Bosnesnp BuibcoHa MOXeT OCIIOXHATHCA UHTEPKYP-
PeHTHBIMU NHQEeKLAMH.

Knaccudpuxanus

Obm1erpr3HaHHON MeXIyHapOAHO! KiIaccuduKanim
Oone3Hu BusbcoHa He cymecTByeT. Mbl pa3paboTanm
KJIMHUYECKYIO KIacCUUKAIMIO 3TOr0 3a00JIeBaHus, KO-
TOpas IpecTaBieHa Huke [12].

Knunuueckas xnaccudpuxayus 6one3nu Bunscona

L. JlateHTHasA (W11 MaJOCUMIITOMHAS) CTaJVs.

I1. Cragus KIMHUYeCKUX NposiBieHui (puc. 1).

1. Iopasrcerus neueru, OCTPBIA U XPOHUYECKUN rema-
TUT; IMPPO3 TedeHy; QyIbMIHAHTHAS [Ie9eHOYHas He-
ZIOCTaTOYHOCTD.

2. Hesponozuueckue paccmpoticmea: a) paHHUe — MO~
HOTOHHaf, 3aTPyJHEHHAs peyb; TMIepcalvBalys; aTak-
CUSl; HapylleHVe KOOpJWHAIMM JBIKeHWH; 0) mo3f-
HYe — JKCTpanyvpaMu/iHble pacCTPOWCTBA; MbILIEYHAsSA



PUTHAHOCTD; 3MuienTHGOPMHbIE MPUMAIKU; TPEMOP;
THUIIOMUMUS; TUIIEPKUHE3BL; TUCHOHUS.

3. Icuxuueckue Hapyulenus: SMOLVOHAJbHBIE pac-
CTPOJCTBA; U3MeHeHMe TIOBe/IeHNsT; SMUIenTUPOPMHbIe
IpUMazKy; Mu30¢ppeHono00Hass CUMITOMATHKA.

4. Iopascenue 2na3: xonblo Kaiizepa — Dnefimepa;
KaTapakra.

5. Ilopaxcenue novex: MAKPO- U MAaKpOreMarTypus,
IPOTeNHYpUs, AMUHOALU/TYpUS, TUIIePKaJbILIUYPUs, TU-
nepdocdarypus, rIoKo3ypusi; HepponIuTHa3; CUHAPOM
dankoHu; HePpPOTUUECKUI CUHIPOM; XPOHIYECKHUH TT10-
MepyJIoHepuT.

6. Ilopascenue cycmaeos: apTpairuy; OCTEONOPO3
Y OCTEOMAJISILIVIST; CTOATeIbHble KOHTPAKTYPBI.

7. Ilopascerue cucmemsl Kpo6u: OCTPbIA BHYTPUCOCY-
JVICTBIV FeMOJIA3; TeMOJIUTHYecKasl aHeMusl.

8. Ilopasierue KOHCHBIX NOKPOBOB: BACKYIUTBI; KOXK-
Hasi, COCYJUCTast U TPOMOOLMTOIIEHNYecKast MypIypa.

III. TepmuHanbHas craaus [12].

«I3KHPOBAHHEIE
TyOhI»

«COCYMICTBIE
3BETOURUN

BAPHEDIHOE PACIIHPEHTE
THHEKOMACTILE BEE MUIEDBOaa
IUIOTHAA,

CyTpueTad NeacHs

CIISHOMETAIA
«FONOBA MeXY 3B

acHuT

SREHCKHI THI

WIATBMAPHAR OBOJICCEHIIA

FPHTCMAN

" H3MeHEEHE HOTTeH

arpodig suuel
{B B¢ «MACOBBIX CTEKOM )

OTERN

Puc. 1. KAMHUUYeckre nposBAeHUst 6oAe3HU BrUabCcOHa.

JAunarsocTuka

MHorounceHHble «MacKi» Oosie3HH BribcoHa
U (B HeOOJIBIION YaCTH CJIydaeB) MaJOCHMIITOMHOE Te-
JeHMe Ha4YaJIbHOW CTa/iuu 3a0071eBaHNs 3aTPYAHSIOT ee
CBOEBPEMEHHYIO INarHOCTHKY.

Haubonee wacmoim u HAOEHHLIM NPUSHAKOM 0OOJIE3HU
Bunscona cnyscum nanuuue xoneya Kausepa — Dneviue-
pa Ha pozosuye 2na3a (ornpenenserca B 90% ciy4yaeB
Y MOXeT CYUTAThbCA NMAaTOTHOMOHWYHBIM CHMIITOMOM):
UICCIIeIOBAHYe C TIOMOLIBIO LIeJIeBOH JIAMITBIL.

OTnenbHbIe aBTODPBI YKA3bIBAIOT HA «TpUazy» Ava-
THOCTMYeCKUX Npu3HakoB: 1) komblo Kaiizepa —
@eiimepa; 2) xenTyxa; 3) reMoJUTHYECKas aHEeMHUSA
[1,5,7,10].

HE TOJIbKO NAHKPEATO/NOIN4

BblpaxkeHHas reMOMTHYeCKas aHeMUs pa3BUBAeTCA
BCJIE[ICTBMe HEKpo3a TIelaTOLWTOB, elOHMPOBABIIMX
MeZlb, KOTOpasi, BBICBOOOXX/IAsICh, MHAYLIMPYET reMOJIU3
sputpouuToB [30].

JluarHocTryeckoe 3Ha4YeHNe MMeeT TaKKe CeMeuHbli
aHamHe3: HaJIMYYe aHAJIOTMYHOTO 3a00JIeBaHUSA Y KPOB-
HbIX POZICTBEHHVMKOB IIEpPBOY CTeleHu pozcTBa. I1pu re-
HeTUYeCcKOM MCCI/IeZIOBAHUM MOXKHO OIpe/ieIuTb MyTa-
1uio reHa ATP7B, OTBeTCTBEHHOTO 3a Pa3BUTHe 00J1e3HU
Bunbcona [18].

BaxHoe fMarHocTAYecKoe 3HayeHWe MMeT Xapak-
TepHble HepBHO-TICUXMYeCKKe PacCTPOICTBA U pa3BUTHe
$yIbMUHAHTHOU TTe4eHOYHOH HEZI0CTaTOYHOCTH.

JlabopamopHsie uccnedo8anusi MO3BOJAIOT YCTaHO-
BUTh: 1) CHIDKeHMe YPOBHA IlepyJoljla3MUHa B ChIBO-
potke KpoBu (Ha 35-65%) y 95% OOJNBHBIX — IO
0-200 mr/n (npu HOpMe (355 + 100) Mr/m); 2) NOBbI-
IIeHHe COZiep)KaHusI CBOOOJHOM Memu B KPOBU (IO
300 mMKr/71 1 Gosiee) U B GuonTaTax MeveHu (TIpy OKpac-
Ke OpCEeMHOM U POZIaHMHOM) — 6oiiee 250 Mr/T cyXoi
Macchel (pu HopMe < 50 Mr/T); 3) B GuonTarax mede-
HU, KPOMe TOTO, MOXHO OIIpeZleIUTh IPUCYTCTBUE U~
nogycyura, XUpoByw auctpoduo nedeHu, pubpos
Y IMppO3 nedeHy; 4) yposeHs LD, kak npasuio, cCHU-
KeH, HeCMOTPSI Ha HaJlNuKe KeITyXu; YMepeHHO I10-
BBILIEHO COZlep)XaHue (pepMeHTOB LIUTOJM3a: OoJblie
AcAT, uem AnAT.

Boienenne Menu ¢ MO4YOW [0 Hayaja JiedeHUs
D-neHuNWIIaMUHOM daiie Bcero (y 65% OOJbHBIX)
cHuKeHO (Ha 50% u GoJiee), a IPU CHCTEMaTUYeCKOM
npreMe D-neHMLWITAMUHA ee BbljleJieHrne ¢ MOYOii
yBenunuuBaetcs 7o 50 pa3(!) (Hopma: < 50MKr/cyT) —
2UNEPKYNPYPUAL.

Hncmpymenmanstas duazrnocmuxd. MarHUTHO-pe30-
HaHCHas ToMorpadus BbIABJIAET U3MeHeHUs B 6a3ajb-
HBIX f7[paX TOJIOBHOTO MO3Ta.

IIpy cumHTUrpaduIecKoM HCCIeOBaHUN OUOITa-
TOB I1eYeH! C PaJMOAKTUBHON MeJIbl0, KOTOpas MOIJIO0-
I[aeTCs IeYeHOYHOM TKaHbIO, Yepe3 2 1 24 4 110CJie BHY-
TPUBEHHOTO BBeJleHUA PaJMOHYKINWAA COOTHOLIEHWe
paznoaKkTUBHOCTH medeHu cocrasisger 0,2-0,3 (mpu
HopMe 1,4-9,0).

BceM 60JTbHBIM TiesiecooOpa3Ha KOHCYJIbTAlUs CH-
XOHeBpOJIOTa.

Jugpdpepenyuansryro duazrocmuxy cienyetr TPOBO-
JIUTH C reraToriepeopanTbHbIMI CHHAPOMAMH [IPY BUPYC-
HBIX ¥ APYTMX 3a00JIeBaHUSIX TeYeHW; C PaccessHHbIM
CKJIepo30M; 3HLeaTUTOM; APOKATeTbHBIM NapaInioM
(601e3HbIO [TapKMHCOHA).

Jleyenue

JleyeOHBIe MepoNIpUATHS TPy 60JIe3HU BubcoHa Ha-
npaBJieHbl B NIEPBYIO Ouepe/lb Ha IpefoTBpalleHne He-
00paTUMBbIX U3MEHeHWI B OpraHax M TKaHSX MyTeM BO3-
JIeNCTBUS HA BPOXK/IeHHbIe Jie(eKThl OMIMapHON CeKpe-
1y Meziu [6].

Ipu ycmanoenenuu duazro3a 6one3ru Bunscona neue-
HUe HYHCHO HA3Ha4amy HemedneHHo. IIpu 3TOM HeoOXo-
MO CJIEIUTH 33 TeM, YTOObI YPOBEHb CBOOOTHOM MeJIH
B CbIBOPOTKE KPOBH BO BpeMsl JiedeH!sI He TOAHUMAJICS
Bbimre 20 MKT/ 1. JleueHue 00nHCHO Oblmb HenpepbisHbM
U NONHCUSHEHHBIM, NOCKOJIbKY MO HEUINIeUUMAst 60JIE3Hb.
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Jleuebroe numanue (mueta N2 5 o M. . [1eB3Hepy)
C TIOBBIIIEHHBIM cofiepkaHueM Genka. Heo6xoamumo uc-
KJIIOYNTh W3 MHINEBOTO pAlFiOHA COZep)Kallue Melb
TIPOAKThI: pakooOpa3Hble (paku, Kpabbl U 1p.), b6apa-
HUHY, KypPHHOE ¥ YTHHOE MsIcO, IOy, 6000BbIe, Opexy,
YepHOCJIMB, KaKao, IOKOJIaz, Mef, ieper| [7].

@apmaxomepanus. OCHOBHBIM TIPENIapaToM IS Jie-
deHMst 6osie3HM BusibCcoHa MO-TpexHeMy (yXke B Tede-
Hue 6osee 50 net!) siBnsiercss D-neHuyunnLamMun 8 uHou-
8udyanvro nodobpanHoi doze — B mipenenax ot 1,5 10
4 r/cyT; onTUManabHOM no301 cuuraerca 0,9-1,2 r/cyt
[7,14, 10, 25].

Jleyenve D-nieHUIIMJIIAMUHOM — 3TO IATOTeHeTHYe-
CKasl Teparnusi, ClIOCOOCTBYIONIAs BHIBEJIEHUIO U30BITOY-
HOT'O KOJINYeCTBa MeZIy U3 OpraHu3Ma.

[Ipy MHOroJIeTHeM Jie4yeHWH D-TIeHUIMITTaMUHOM
BO3MOJXHBI Pa3JIMYHbIE 710004Hble Ipdexmpl: pa3BUTHE
HepOTIYeCcKOro CUH/POMa; cuHApoMa ['yanacuepa; vH-
TEPCTUNUATILHOTO TJIOMepyJIoHedpUTa; arpaHyJIOLKTO-
3a; TpoMO0- 1 MdoneHnr; GuOPO3UPYIOIIETO abBeo-
nuTa (3a cYeT HapylleHWs CHHTe3a KOJUIareHa); Bo4a-
HOYHOIOZIOOHOTO CHHIPOMA; aIljIaCTHYecKOW aHeMUU;
HeBpUTa 3PUTEJILHOTO HepBa; (GOJUIMKYISAPHOTO KOHb-
IOHKTUBUTA; TleMUTyca; apTO3HOr0 CTOMATHTA; KOXKHOK
SpUTEMBI; TTlyOOKUX $5I3B roJjieHu, QypyHKyse3a U [p.
[7,11, 26, 27].

HecmoTpsi Ha CTOJIb OOIIMPHBIN TTepedeHb MOOOYHBIX
3(PeKTOB, OOJMBIIMHCTBO OOJBbHBIX MEPEHOCAT MHOTO-
JIETHUH KypC JiedeHWs D-TIeHNIJUIAMUHOM  BIIOJIHE
YZIOBJIETBOPHUTEJILHO.

P. Ferenci [10] B xauecTBe ajibTepHaTHBbI D-nieHu-
LWJITIAMUHY TIpeJiiaraet ne4erHue mpuenmunom (trientin),
TaK)Ke CIIOCOOCTBYIOIIMM BBbIBEIEHUIO M3OBITOYHOTO
KOJIMYeCTBa MeJIM U3 opraHuama 60sbHOTO; do3a 1,0—
1,5 r/cyr. 1o ero naHHbIM, 3pPEKTUBHOCTb TPUEHTHHA
npu 60J1e3HM BuiibcoHa He ycTymaer D-TeHuIuIaMu-
HY, HO ¥ HEro MeHblile II0O0YHBIX SBJIEHU.

D-neHuyunnamun, Kax u mpueHmuH, — Mo Xenamu-
pyroujue meds CoeduHeHU.

LleHHBIM MeTOZIOM JiedeHust 6one3Hu BusibcoHa (oco-
OeHHO B CJly4ae HerepeHOCMMOCTH D-TeHWIMIIaMUHA)
SABJISIETCS npumeHeHue npenapamos yunka (cynbdara 1im
arerara). LIMHK KOHKypUpyeT C MeZbl0 3a CBSI3bIBaHUE
¢ 0eJKOM-TIePEHOCYMKOM Ha MeMOpaHe 3PUTPOLIMTOB
¥ TeM CaMbIM OJIOKMpYeT TPAHCTIOPT MeJIx, KOTOpast BLIBO-
JIATCS C KaJIOM BMeCTe C JIeCKBAMUPOBAHHBIMU SMATEJIAO-
nutamu. Jlosa: 75-200 mr/cyT 3 pa3a B cyTkH 3a 30 MUH 110
TpyeMa UMY, [UTUTeIbHO. DTO HeAIOPOTroid, 6e30IMacHbIi
¥ I0CTaTO4YHO 3 eKTUBHBIIN MeToz JiedeHus [1, 7, 14].

Ipu pazsumuu QyreMUHAHMHOU ne4eHOUHOU Hedo-
cmamouHocmy — HauboJiee TPO3HOTO IPOSIBIIEHUS

58  BECTHWK KNYEA MAHKPEATOJIOTOB  MAW 2018

6ose3H1 BusibcOHAa — UCIIOJNB3YIOT T1a3Madepes, ajb-
OyMHHOBBI Mau3, reMOQUIbTPALHIO, IEPUTOHeA Tb-
HBIN Manu3, a mpu X Hed)PEeKTUBHOCTA BO3HUKAET
HeoOXOAMMOCTh B CPOYHOW OPTOTOMMYECKOH —aii-
JIOTpaHCIUIaHTanuy nevenu [1, 5,7, 14, 15, 19].

Adwsroeanmnas (6cnomozamensras) mepanus. Pp aB-
TOPOB CYHMTaeT ONPABJAaHHbIM Ha3HAa4eHWe OOJbHBIM
c Oosie3HbI0 BUIIbCOHA yHUMUONA, KOTOPBIA CONEPIKUT
nBe cynbruapunbhble (SH) rpynmsl u ciocobeH Boc-
CTaHABNMBATh (QYHKIMU (QepMEHTHBIX CHCTEM IeYeHH,
obasiaeT DETOKCULMPYIOMUM zeiictBueM [5, 7]. Zlosa
yuumuona: 5-10 mMa 5% pacTBopa BHYTPUMBIIIEYHO
eXXeZIHeBHO WJIY Yepe3 ieHb, 25—30 aHeil.

B130K 10 MexaHU3My eMCTBUSA K YHUTHOIY 3apy-
GexxHbIil Tpenapat «BAJl — Opumanckui aHmMumou-
3um» (IUMepKanpos-2,3-A1uMepKanTonpornaHos), HO
OH 6oJiee ToKcUYeH [7]. OH BBOJUTCSA BHYTPUMBIIIEY-
HO 8 do3e 1,25-2,5 Mr/Kr 2 pa3a B CyTKU B TeyeHue
20 nHeii; MPOBOAUTCS HECKOJIBKO KyPCOB C [TepepbIBOM
B 20 nHe.

[Ipu mopakeHWH IiedeHHd y OOJILHBIX € OOJIe3HBIO
BusibcoHa onpaBziaHo ipuMeHeHYe zena-mepy, (L-opHu-
THHA-L-acraprara), 0COOeHHO IPY HAJMYMK Trerarofe-
MPeCCUBHOrO  (TeraTonpyuBHOTO) CUHAPOMA, 8 003e
500 mr/cyt B 500 M ¢uspacTtBopa, BHyTPUBEHHO Ka-
TIeJIbHO (4—8 Kanesb B MUAHYTY).

Be3yc/0BHO 10J1e3eH NprieM aHTHOKCU/IAHTOB: 8Uma-
muna E (o-Toxkodeposa arerat): 10% MacisHbIM pac-
tB0Op, 1 M (100 mr) BHYTph 1o 1 Karule, B TedeHUe
2—-3 Mecs1eB.

Bosee 3dexTriBeH KOMOMHMPOBAHHBIA aHTHOKCHU-
IaHT — aHMUOKCUKANC, KOTOPBIA COZIEPKUT CesieH
(15 mr), ackop6uHOBYt0 KHC0TY (100 Mr), oi-TOKOdepo-
na atetat (30 mr) u P-xaporus (20 mr). Ero npuxHumMaior
BHYTpPb 10 1 KaliCyJie B CyTKU IIOCJIe efibl B TeyeHue
2-3 MecsLieB.

Ipu acyume u nepugepuueckux omexax Ha3HAYAIOT
MOYeroHHble CpeJICTBA: CHUPOHOJIAKTOHBI (anbdakmor,
eepounupor) o 100-200 mr 2-3 pa3a B CyTKU WU ami-
Jiopuda eudpoxnopud o 5-10 Mr/cyT — 10 TIOJTHOM JIMK-
BHUZIALIMY aCLIUTA U OTEKOB. VICHIOMB3YIOT Takxe ¢ypoce-
Mmud (nmazukc) mo 40 Mr BHYTPS 1 pa3 B CyTKU BHYTPUMBI-
IIeYHO WJIM BHYTPUBEHHO MeJJIEHHO CTPYHHO: IO
20-60 mr 1 pa3 B cyTKH.

Bone3np Buibcona Heussieynma, HO IIpU CBOeBpe-
MeHHOM U HelTpepbIBHOM (TIOKM3HEHHOM) Jie4eHHH ca-
MOYYBCTBUE OOJIbHBIX JIOJITHe TOZIbI OCTAeTCs CTaOUIIb-
HbIM, ¥ OHU JUTUTeJIbHOEe BpeMs COXPAHSAIOT )KU3Hb.

I[Tpu HeapHeKTUBHOCTY MeIMKAMEHTO3HOTO JIeUeH S
eZIMHCTBEHHbIM MEeTOZIOM CIaCeHUs UX XKU3HHU SBJIAETCA
TPaHCIJIAHTALUA TeYeHH.
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ru Bbone3Hb BuabcoHa —
renarouepe6bpanbHasa auctpodusa

Al. C. UummepmaH
MepMCcK1ii rocyaapCTBEHHbIN MEAULIMHCKUIA YHUBEPCUTET
M. akaa. E. A. BarHepa, lNMepmb, Poccus

KntoueBble cnoBa: 60ne3Hb BrabCOHa (renatouepebpant-
Has AMCTPODUS ), ACDUHULINS, STUOAOTMS, MATOreHES, AMarHoC-
THKa, AEYEHWE

B crathe npeacTaBA€H MOAPOOHbI 0630p COBPEMEHHbIX
NPeACTaBAEHWI 0 6oAe3HM BrUAbCOHa — renatolepebpant-
HOW AUCTPOGUU. M3NOXKEHBI OnpeAeneHe, TEPMUHOAOTUS,
UCTOPUA M3yUueHUa 3a6oAeBaHKA. BoAbLLOE BHUMaHKE yAe-
AEHO pas3bopy natoreHesa renartouepebpanbHON AMCTPO-
bWK, B TOM UMCAE FTEHETUUECKON OCHOBE €€ PasBUTHS, Hapy-
LIeHVsAIM oBMeHa Meaun. TLWETeAbHO OMnucaHa KAMHMKAa C
y4eTOM 0COOEHHOCTEN NMOPAaXEeHUA NEYEHN 1 BHENEUEHOU-
HbIX MPOABAEHWI, AMArHOCTMKa, Knaccudukauma. Ocoboe
BHMMaHMWEe YyAEAEHO CPEACTBAM MaTOreHeTUUECKOro U CUMM-
TOMATUUYECKOIO ACUEHNS.

en Wilson’s disease —
hepatocerebral dystrophy

Y. S. Tsimmerman
Perm State Medical University n. a. E. A. Vagner, Perm,
Russia

Key words: Wilson’s disease (hepatocerebral dystrophy),
definition, etiology, pathogenesis, diagnosis, treatment

The article presents a detailed review of modern ideas on
Wilson’s disease — hepatocerebral dystrophy. The defini-
tion, terminology, history of the study of the disease are stat-
ed. Special attention is paid to the analysis of the pathogen-
esis of hepatocerebral dystrophy, including the genetic ba-
sis of its development, the disturbance of copper metabo-
lism. The clinical picture is thoroughly described, taking into
account the characteristics of liver lesion and extrahepatic
manifestations, diagnostics, classification. Particular atten-
tion is paid to the means of pathogenetic and symptomatic
treatment.
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ua XBopob6a BinbcoHa — ]
renatouepebpanbHa AucTpoodin

A. C. UummepmaH
MepMCbK1I AEPXXaBHUM MEANYHWUIA YHIBEPCUTET iM. aKkaA.
€. A. BarHepa, lMepwm, Pocis

KarouoBi croBa: xBopoba BinbcoHa (renatouepedbpanbHa
AMCTPOIS), AediHiLis, eTiOAOriA, naToreHes, AlarHOCTUKa,
AIKyBaHHS

Y cTatTi npeacCTaBAEHUM AE€TaAbHUM OFASIA CyvyacHMX
ysiBAEHb NPo xBopoby BinbcoHa — renatouepebpanbHy
AUCTPOOID. BUKAAAEHI BU3HAUEHHS, TEPMIHOAOTIS,
iCTOpif BUBYUEHHS 3axBOPIOBaHHA. BeAnky yBary npuai-
AeHO po3bopy natoreHesy renatouepebpanbHOI AMUC-
Tpoodii, 30KpemMa reHeTUYHIN OCHOBI ii PO3BUTKY, MOpPY-
LLIeHHAM 0OMiHY MiAi. PeTeAbHO onucaHa KAiHika 3 ypa-
XYBaHHAAM OCOOAMBOCTEN YpaXeHHS MeudiHkW i nosa-
NEeYiHKOBMX MNPOSABIB, AiarHOCTUKA, KAacudikauif.
OcobanBy yBary npuaineHo 3acobam natoreHeTMYHoro
Ta CUMNTOMATUYHOTO AiKyBaHHS.



