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NeYEeHne

Hednanmys

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

Bone3ub BusibcoHa, WM remaroliepeOpanbHast AKc-
TpodHs, — 3TO pe/IKOe, TeHeTUYeCKH 00YCIIOBIIEHHOE 3a-
OoJieBaHMEe C ayTOCOMHO-PeL|eCCUBHBIM TUTIOM HACJIe/0-
BaHMs, B OCHOBE KOTOPOTO JIE)KUT HapyleHre oOMeHa
Me/Ii C U30BITOYHBIM ee HaKOTJIeHUEM, TPeUMYIIeCTBeH-
HO B [1eYeHN U B LIeHTPAJIbHOM HEPBHOM cucteMe [5].

Bone3nb BusbcoHa — 3TO pesiko BCTpeyaroleecs 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, 1y renaToeHTUKY IIpHas fiere-
Hepalsi, — 3TO PefIKoe, HacJeZICTBEHHO 00YCIOBJIEHHOE
3abosieBaHre, B OCHOBE KOTOPOTO JIEXUT HapyIleHMe
oOMeHa MeJlY C ee HaKOIJIeHWEM B OpraHax-MUIIEHsIX:
TeYeHy, OJIOBHOM Mo3re (4YeueBUIIeOOpa3HBIX f/Pax,
HOZIKOPKe U KOpe), C KOPUYHEeBO-3eJIeHOM MUTMeHTal e
Kpasi pOrOBUIIbI 1 TOPa)KeHHeM Movex [7].

B  MexayHaponHyo Kiaccupukanuio 6osesHen
¥ po6JieM, CBSI3aHHBIX CO 310pPOBbeM, 10-T0 epecMoTpa
(MKB-10), 1995 roza 60sie3Hb BujibcoHa BKJIFOY€HA MOJ
mmppom (komom) E83.0 [12].

TepmuHoIOrNsa

TepmuH «60:1e3Hb Bribcona» (Wilsons disease) mpo-
MCXOIUT OT paMmiiy GputaHcKoro HeBposiora (Samuel
Alexander Kinnier Wilson, 1878-1937), onicasiero sty
6one3ub B 1912 rozy. OfiHaKO HAMHOTO PaHbIIIe ee OMu-
caHve ObLJIO IIPeJICTaBIeHO ABYMS HEMELKUMH yYeHbIMU:
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 pacXoXJeHU
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OCHOBHOE, noauyac peLuarLLee 3Ha4YeHNE
M3 BHYTPEHHUX NPHUYUH 6OAE3HEN

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

COCTOSIA B TOM, 4YTO CHavana Gone3Hb BectBanma —
IITprommens u 6071e3Hb BuiibcoHa (B PyCCKO#M TpaHC-
kpumipy pamunuio «Wilsons B mepeBojie ¢ aHTJIHICKO-
ro cyiefiyet 0603HaYaTh Kak «YWIbCOH») PaCCMATPUBAJIH
KaK [IBA CaMOCTOSITEJIbHBIX 3a00JIeBaHWs, M TOJIBKO
B 1920 rozy Spielmayer u Hall fokazamm, uro 60s1e3Hb
BectBans — LITproMnens — 3TO JMIIb OAWH U3 BapUaH-
T0B ($popMm) bone3Hr BuibcoHa. BriocsencTiy yaanoch
YCTaHOBUTb, YTO TIepBOe ONKCAHKe 3TN 60sie3HN ObLIO
TpeicTaByIeHo ele paHblne — B 1854 roxy (Frerichs) [20].

B Harreii cTpaHe /10 CUX Mop 4acTo 60J1e3Hb Buiibco-
Ha UMEHYIOT <Oone3uvio Bunscona — Konosanosa»
(H. B. Konosanos (1900-1966), poccuiickuii HeBpoO-
jor). OTO CBA3aHO C TeM, YTO B IOCJI€BOEHHbIE T'OJbI
(1949-1953) B CCCP oduiManbHBIMU BJIaCTAMK ObLTa
MHULIMMPOBAHA Ouepe/iHas IyMHasi [IONIUTHYecKast KaM-
MAHWsA 0] JIO3YHIaMU <«00pb0bl ¢ KOCMONOJUMUIMOM
U npexnoHeHueMm neped UHOCMPAHUUHOU», KOTOPAs B Me-
IWLIMHCKOUM HayKe BBUIMJIACh B TOWCK, BO YTO OBI TO HU
CTajl0, IPMOPUTETA OTeYeCTBEHHBIX aBTOPOB B pa3/ny-
HbIX paszieslax MeZuIUHbL VIMeHHO B TO BpeMs NOsABU-
7uch Ge3 JOCTAaTOYHBIX HAYYHBIX 0OOCHOBAHUN <«080U-
Hble» INOHUMUHECKUE MEPMUHbI MHOTUX KIIMHUYECKUX
CHIMITTOMOB 1 O0J1e3Heii: cumntombl [IletkrHa — Bom-
Gepra, I'pexkoBa — OpTHepa, Bunorpasmosa — /lropo3be,
T'eopruesckoro — Mroccu 1 MHOTO ip. OfHUM U3 HUX
U CTaJl TEpMUH «bose3Hs Bunvcona — Kornosanosas, Ko-
TOPBIM HUITIe B MHpe He N0JIb3y0TCA. MBI 1oj1araem, 4To
cyleflyeT WCIOJIb30BaTh MEX/IYHAPOAHO IPU3HAHHBINA
TepMHH — 60J1e3Hb Busibcona [13].

CHHOHUMBI

B MenunuHCKO# uTepaType MOXXHO BCTPETUTh MHO-
’KeCTBO JIPyTMX HalMeHOBaHuUit 60ose3H1 BusibcoHa: 60-
ne3Hb BecrBana — IlItpromnensa — BunbcoHa — remna-
TOJIEHTHKYJIsIpHas fereHepanus (degeneration hepato-
lenticularis);6051e31b BusibcoHa — renaTonepedpasbHast
nucrpodus (dystrophia hepatocerebralis); Heiporemna-
THYecKas nereHepanus u nap. OnHAKO yaile BCEro



TIOJIb3YIOTCSl SMOHUMHUYECKMM TePMHHOM — 0O0Jie3Hb
Busnbcona [20].

PacnpocTpaHeHHOCTb

BOJIbIIMHCTBO aBTOPOB YKa3bIBAIOT, YTO YacToTa 60-
ne3Hu BusbcoHa cocrasister 1:100 000 momynaumy, —
3TO pezikoe 3abosieBanue [2]. Bose3Hb 00bIMHO MaHUpe-
cTupyer B Bo3pacTte 818 sieT, @ MHOIZ@ U paHblie, HO
B CJIy4asxX, KOrZla B HA4aJbHOM CTaZU OHA MpOTeKaeT
JIATeHTHO WA MAaJIOCUMIITOMHO, €€ AWarHOCTUPYIOT
B OOJiee CTAapIIMX BO3DPACTHBIX IPYMIAxX, HEPEAKO ke
npu chopMHUpOBaBIIEMCS TIMPpo3e TedeHr. HeckombKo
vamie 60Je3Hb BUJIbCOHA BCTpeYaeTcss y MyXKUHH, 4eM
y eHIIVH [2].

DTHONOrUs U IaToreHe3

Cpenu 3THOOTHYECKUX aKTOPOB 601e3HU Buitbco-
Ha 11eJ1ec000pPa3HO Pa3iyaTh BHEIIHECPeIOBbIe U BHY-
TpeHHUe GakTOpbl. B pasHoe BpeMs B KayecTBe BO3MOXK-
HbIX BHEIITHEeCPeZIOBbIX 3TUOJIOrMYecKuX $pakTopos ¢u-
rypupoBaia nHdeKIus — OGakTepuasbHas M BUPYCHAs,
a TaK)Xe MUKPOOHAs MHTOKCHKALHsA, OHAKO JIOKa3aTh
MH(}EKIMOHHOe TPOKCXOXIeH e 601e3HH BIbcoHa TaK
¥ He yziasioch [14].

B Hacrosiiiee BpeMs yCTaHOBJIEHO, YTO OCHOBHOE 3Ha-
JyeHVe B IIPOMCXOXIeHNH 60Jie3HM BubcoHa npuHase-
KUT HACJIe[ICTBEHHOCTY — IeHeTHYecKUM paKTopaMm.

Bone3nb BunbcoHa — 3TO Hac/le[CTBEHHO-ZleTepMu-
HUPOBaHHOEe 3ab0JieBaHKE C ayTOCOMHO-PelleCCHBHBIM
TUIIOM HacJIeZIOBaHKS, B OCHOBE KOTOPOTO JIEKUT Hapy-
meHve BbiBeleHUs Meiu (Cu) 13 NeYeH! C JKeTublo U ee
M30bITOYHOE HAKOILIEHVe B OPraHax U TKaHSX, TIpexze
BCErO B [IeYeHH ¥ B TOJIOBHOM Mo3re (B uedeBHUIle00pas-
HBIX SIZIpax, B OJKOPKe U B KOPe), — 3TO CBOeoOpa3Hast
<«8pocdennas omubka oomena medus |5, 10, 14, 16, 19].

T'eH 6osie3HM BusibCcOHA pacrosiokeH Ha JIMHHOM
mieye 13-ii xpomocoMbl. OH KOAMPYeT CTPYKTYPY
MmenbpTpaHcnoptupyomeii AT®a3sl P-tuna (ATP7B),
JIOKQJIU3YIOLeNcss B TPAaHCIIOPTHOM CeTHW ammapara
TombkK U B MeMOpaHaX MHUTOXOHZPHI, a TaKxke
Ha  KaHWIMKYJSIDHOW  MeMmOpaHe  TremnaTOLUTOB
[1, 10, 14, 18, 25]. BaxxHbIM B QYHKIIMOHATIBHOM OT-
HOIIEeHUU ABJAITCA: 1) 6 MeAbCBA3BIBAIOLIIUX JJOMe-
HOB; 2) ZIOM€H, BBICBOOOK/IAIOIIUICS MTPU TUAPOIU3E
AT®, xOoTOpBIN y4aCTBYeT B TPAHCKPUILIUU 3HEPIUY,
1 3) AT®-CcBA3BIBAIOIMI JOMEH.

T'en 6osie3HM BHyTbCOHA YacTo 1o/1BepraeTcst MyTawy-
M (X u3BeCcTHO OKosio 100), U3 KOTOpHIX Hambosee
BaxHa MyTanmsa H1069Q [10].

BMmecre c muimeill B OpraHu3M 4ejioBeKa eXeZIHeBHO
TIOCTyTIaeT 2—5 MT Me/ii, KOTOPasi, BCachIBAsACh B KMIIeY-
HUKe, TPaHCIIOPTUPYeTCs TI0 BOPOTHOM BeHe B IeYeHb,
I7le CoefIMHsAeTCA B anmnapare ['oJbmxu ¢ yepynonnasmu-
HOM — OCOOBIM CHIBOPOTOYHBIM OENKOM M3 (paKIUK
0.-TJIOOY/IMHOB, TPUHAJJIEXAMUM K TpYIIe MeTaJuio-
TPOTEN/IOB, KOTOPBIH COZIEPKUT MeZlb 1 00J1aZiaeT CBOH-
CTBaMU OKHUCUTeNbHOrO GpepmeHTa. OH CHHTe3UpyeTcs
B [le4eHU U peryaupyeT TPAHCIIOPT Meay B OpraHu3Me
JesioBeKa. 3aTeM Mellb HKCKPeTUPYeTC B KUIIEYHUK
BMecTe C JXeTdblo. [Ipu 6one3Hu BusbcoHa abcopbuus
MeZii B KMIIeYHUKe MoBbImaercs (1o 1,2-1,7 mr/cyr),
a ee 9KCKpeIKs C XeT4blo, HA[POTUB, — CHUKAeTcs (710

HE TOJIbKO NAHKPEATONOIN4

0,6 Mr/cyT), 4TO ABJISAETCSA CJIe[ICTBUEM Pe3KOT0 CHIKe-
HUS WJIM TIOJTHOTO OTCYTCTBUS reHa 60Jie3HH BruibcoHa.
I[Tpu 3TOM MeJib B IOBBIIIEHHOM KOJINYeCTBe Je[IOHUPY-
eTcsl B KPOBSIHOM pycJie, B TKaHU Ie4eHH, TOJIOBHOM
Mo3re, pOroBulle I71a3a, MoYKax U Apyrux opraHax. Tax,
coZiep)KaHue Me/Iv B FaHIJIMAX FOJIOBHOI'O MO3ra MOBbI-
uraercs B 10 pas.

[NoBbIllleHHAass KOHIIEHTpAlWs MeAu B OpraHax
Y TKaHSX BbI3bIBaeT 6JI0Kazy cyabpruppuibHbix (SH)
rpynn psiga ¢epmeHTOB, Hapyiuass MeTaboJUYecKue
HpoLecchl B Ie4eHU U BbI3bIBasi MHTOKCUKALIMIO, a TaK-
ke 00y CJIOBJIMBAET SHEPreTHYecKoe roJioflaHye ToJIoB-
HOro moa3ra |7, 28].

Mezb CIyXUT aKTUBAaTOPOM HHCYJIMHA, 00YCJIOB-
JIUBasi PacCTPOWICTBO YIJIEBOJHOTO OOMeHa — eunep-
UHCYTIUHUSM.

Kpome Toro, meds aensemca npooxcudanmom, Io3To-
My ee M30BITOYHOE HAKOIJIEHHEe B TeMaTOLUTaX MPOsiB-
JIsIeTCs1 B TIOBBINIEHHO T'eHepaIuy MPOAyKTOB CBOOO/-
HOPAJIMKaJIbHOTO OKUCJIEHUS JIIWZOB, CH)KEHUU CO-
Tlep>)KaHusl aHTHUOKCUJIAHTOB U 3allacoB IJIyTaTHOHA
B IIeYeHH, YTO, KaK CJIe[ICTBHE, IPUBOJUT K LIUTOJIU3Y
(HeKpo3y) remaToLMTOB. IIpy 3TOM Me/ib BLICBOOOK/IA-
eTcsl U3 MeYeHOYHBIX KJIeTOK, HAKAIUIMBAsACh B TOBbI-
IIeHHOM KOJIN4ecTBe B KPOBSIHOM pycJie, U OTKJIa/IbIBa-
eTcs B opraHax-muiensax [10, 16, 25].

B crenanibHOM MCCIeJOBaHMM CeMeNHbIM (Hacuen-
CTBEHHBIN) XapakTep 60Je3HM BusibcoHa ObLT OTMEYeH
B 80 ciyvasix u3 175 o6cieZloBaHHBIX ceMeit O0JTbHBIX.
[Tpu 3TOM ObLTa yCTAHOBJIEHA MOJIHAS KOHKOPAAHTHOCTD
10 6os1e3H1 BuyibcoHa OfHOSANLEBBIX OJM3HEIOB. Bbiia
JI0Ka3aHa TaK)ke BBICOKAsl TIEHeTPAHTHOCTh reHa 6oJie3-
HU BusnbcoHa [7, 16].

HocuTenaMu naTonorndeckoro auens ABIsSI0TCA 2e-
mepo3uzomot, cocTaBiAomye 1% MpakTUYecKu 310po-
BBIX JIMI], — Y HUX BBISBJISIOT aHOMAJIMK MeTaboi3Ma
Mefiu. Y TeTepo3UrOTHBIX pPOJUTeNeld PpOXXAAeTcs
25% 6obHBIX ¢ 60Je3HbI0 BubcoHa, 25% 3M0pOBBIX
nereid 1 50% — reTepo3UrOTHBIX, § KOTOPBIX TeHOTHUII
107100eH POIUTETLCKOMY.

KiuHuka

KnuHuyeckast KapTuHa 6ose3Hu BusibcoHa oT/Mya-
ercsi nonumopduamom. Haire Bcero (B 40-65% ciyda-
eB) 3a00J1eBaHue IeOI0THPYeET C TOPAKEHs IeYeHH, Pa3-
BUBaloIerocsi B Bo3pacre 5-18 nert; pexe (B 30%) —
C HeBPOJIOTMYeCKUX M TICUXMYECKUX PaCCTPOMCTB.
3HAYUTEIILHO peXKe BO3MOXKHO Hayaso 60JIe3HH ¢ reMo-
JIMTAYECKOTO KpK3a 1 reMoIuT4eckoi anemuu (Gopma
Kepapa). TeueHue 60sie3H1 MOKeT ObITh QyIbMUHAHT-
HBIM U Me/IJIeHHO IIPOTPecCUpYIOLIKM.

A6domunanvras ¢opma 6onesnu Bunmvcona Moxer
HPOSABNATHCS QYIBMUHAHTHOW MEYeHOYHOW HeZ0CTa-
TOYHOCTbIO, OCTPBIM Y XPOHUYECKUM T'e[IaTUTOM C KC-
XOJIOM B LIUPPO3 IeyeHH, XapaKTepU3YIoMuIcsa mop-
TaJIbHOM T'MIepTeH3Uel ¥ OTeYHO-aCLIATUYECKUM CHH-
ZIPOMOM, a TaKXe KpOBOTeYeHHeM W3 BaPUKO3HO
pacLIMpeHHbIX BeH NUIeBoza 1 xenyaka. B 1% ciayyaes
BO3MOXXHO Ha4asio 60Jie3HY C TOpaXkeHus [04eK, IIpoTe-
KalolIlero ¢ MpOKCHMMaIbHOM KaHaJbIeBOM AUCYHKIIN-
eil (cungpoM PaHKOHM), MOBBIIIEHHOW 3KCKpeLeit
KaJIbIMA ¢ MOYOH, ¢ runiepdocdaTypueii v HapyIeHueM
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ee aruI0pUKaIUK, YTO CIIOCOOCTBYET Pa3BUTUIO MOYe-
KaMeHHOW 6oJie3Hn 1 HedppOKasbIMHO3a; IgA-Hedpo-
MIaTUU WM XPOHUYECKOTo riaomepynoHedputa. ViHora
HaOJII0ZIaeTcA SHAOKPUHHAA JUCOYHKIMSA C MPU3HAKa-
MU THIOrOHazu3Ma (OJINro- M aMeHopesi, Gecruioznue,
NpU3HAKU rupcyTu3ma) [1, 2, 4, 5, 8,12, 14, 21, 25].

QYNoMUHAHMHAS ~ NEUEHOUHAS  HeJOCMAMOUHOCMb
TpOTeKaeT C OBICTPO IPOrPecCHpYIOLIeN JKeITyXOH,
OCTpO¥i NIe4eHOYHOU HeZIOCTaTOYHOCThIO, 3HIedaomna-
THel, yMepPeHHOU CIJIeHOMerajviel, BHyTPUCOCYAUCTBIM
reMOJIU30M C OC/IeyIoLeld TeMOJIUTUYeCKON aHeMuen
(mo 50 r/n 1 MeHee); TPOMOOLIMTONIEHIIECKO MypITy-
PO C BBIpaXeHHBIM reMOpparuyecKuM CMHAPOMOM; T~
nepOuIMpyOVHeMuel 3a CYeT KOHBIOTMPOBAHHOM U He-
KOHBIOTMPOBAHHOH ero ¢pakiuii Mpyu HU3KOM YpOBHe
meoyHo ¢ocdarasbl M 3HAUYUTETHHOM TOBBIIIEHUN
coziepKaHusi CBOOOTHOM Me/Ii B CBIBOPOTKE KPOBHU, UTO
ABJISIETCSA OCHOBHOW NMIPUYMHOM TeMOJIUTUYECKOrO KPU-
3a ¥ BHyTpHCOCyaucToro remonusa (y 15% GONbHBIX).
ITpu 3TOM HAOJIIOAAETCSA TeMOTTIOOUHYPHSA 1 BO3MOXKHO
pa3BUTHE OCTPOY MOYEYHOW HeI0CTATOYHOCTH, a COOT-
HOIEHUe <wjelouHas ocpamasa: bunupybun» CHIKA-
ercs 10 2,0/100% [9].

B xopoTkue cpoku QyIbMIHAHTHAS [TeYeHOYHAs He-
ZIOCTaTOYHOCTD NTPUBOAUT K JIETaJIbHOMY MCXOZY, KOTO-
PBIi MOXKeT OBITh IPeAI0TBPAIleH TOJIbKO CPOYHOM TPaHC-
IUIaHTauuel rnedenu [1, 14, 19]. B kauecTBe npoBoLypy-
F0IIHX GAKTOPOB pa3BUTHSA Gy TbMUHAHTHOM EYEHOYHOH
He/JIOCTaTOYHOCTA MOTYT BBICTYIIATh OCTPBIA BUPYCHBIN
reraTuT C peluIMKaliell BUpyca B IeYeH! U BUPYC repIie-
ca 6-To TWIa, IOpaXKAIOIWA TKaHb TedeHu [17, 22, 31].
XpOHUYeCKuii reraTUT pu 6071301 BuiibcoHa XapakTe-
pU3yeTcss BbICOKOW aKTUBHOCTBIO, BHIPAYKEHHOU JKeJNTy-
XOU M HEKPO30M relaTOLUTOB, O YeM CBUZETeIbCTBYyeT
CYILLIeCTBeHHOE TIOBBILIEHVE COZePXKaHUsl B ChIBOPOTKe
KpoBU (epMeHTOB IUTONMM3a (acrapTaTaMUHOTpaHCde-
pasel (AcAT) u amannHamuHOTpaHcdepasbl (ANAT)),
depmenToB xosecraza (tmenounor ¢ocdaraszsr (IID),
Y-TJTyTaMAJITPaHCIeNTUAA3b], JIeNIIMHAMUAHOIIENITH/IA3bI),
rUIepraMmaro0yiMHeMus ¥ ObIcTpas TpaHchopMaLus
B IMPPO3 IeYeH! C XapaKTepPHbIMU [l HETO IOPTaIbHON
TUIepTeH3Kel, aCLUTOM U TeprupeprdeckuMy OTeKaMH
[1, 2,14, 25, 27, 30]. Tucronoruyecku rpy 3TOM ompeie-
JIAIOT HaJIMY/e MUKPOBE3UKYJISIPHOU KMPOBOM JUCTPO-
¢uu ¥ KoaryIAINOHHBIN HEKPO3 IeraToLyToB [7].

B cpaBHUTeNIbHO peaKUX CJIy4asax B Ha4aJIbHOM [1epy-
ozie 60J1e3HY BryibcOHA BCTpeYaeTcs IATeHTHOe MU Ma-
JIOCUMIITOMHOE TeuYeHue CO <«CTepTOW» KIMHUYeCKOW
CUMIITOMATUKOM, NPOSABJIAIOLIENCS JIETKOU JXeNTYXOH,
aCTeHWYeCKAM CHHIPOMOM, yMepeHHBIM OTKJIOHeHHeM
OT HOPMBbI PYHKIIMOHAJILHBIX TIe9eHOYHBIX TPO6 (ACAT
v AnAT, II® u zap.). B atux ciaydasx 60sie3Hb yAaeTcs
ZIMarHOCTHPOBATh TOJIBKO HA CTaZuH cPOpMUPOBABIIIe-
rocsl Uppo3a nevyexu [2].

Breneuenounvie nopaxcenus npu 6one3Hu Bunbcona
IPOSBJIAIOTCS, IIPEK/Ie BCero, HeBPOJIOTMYeCKUMM U IICH-
XAYeCKMMHU PacCTPOMCTBAMU.

OHUM pa3BUBAIOTCA OOBIYHO IT0O3/[HEE — B BO3pacTe
20-30 sieT 1 IPOABIAOTCA SKCTPANIMPAMUJHBIMU pac-
CTPOMCTBAMU: <«NOPXAIOUWUM MPEMOPOM»> BBITAHYTHIX
PYK U BCero Teya, KOTOPbIY YCUIMBAETCSA [IPU 3MOLIUO-
HAJIbHOM HamnpshOkeHUWM U TPEeBOKHOM  COCTOSIHUM

56 BECTHWK KNYBA MAHKPEATOJIOTOB  MAW 2018

OOJIbHBIX; TUIOMUMHUEH («MACKO0OpA3HOe» JUI0); TH-
TiepcajuBalieil; MOHOTOHHOM, Kak Obl 3aTPy/JHEHHOH
peublo, MbILIeYHON PUTHAHOCTBIO U XOPe0aTeTO3HbIMU
TOPCMOHHO-CIIACTUYEeCKUMHU TUIepKUHe3aMU B BHUZe
«ObHOWUXCA  Kpollbes», U3MeHeHHeM TeMbpa rosoca
u mucdonueii 1, 4, 7, 14, 19]. Ipu Tsoxenoi popme 60-
Je3Hu BusbcoHa omucaH cuHzapom [miteHa — Bappe
(Gillain — Barre): mosupauKyJIOHEBPOTIATUSA C TIEPU-
depudeckum TeTpanapesom [9, 24].

Hcuxuueckue paccmporicmaa Tipu 60J1e3H1 BIbcoHa
IPOSABNIAIOTCA M3MEHeHUAMU B 3MOLIOHATBHON cdepe
¥ TIOBeJIeHUM OOJIbHBIX; AMIJIENTUPOPMHBIMY TIPUTIAJ-
KaM¥; 130 PeHONON00HON CUMIITOMATUKOW; MOCTe-
NIeHHBIM CHIDKeHMeM UHTesIeKTa [1, 2, 4, 14, 29].

Becoma xapaxmepHo nopaxcerue 21d3 TpU OOJIe3HU
BuiibcoHa: TOsIB/IEHNE POTOBUYHOTO «MEJHO20 KONbYA»
Kaiizepa — Dnevimepa (Kayser — Fleischer) — 3erne-
HO-)XeJITO-OypOBaTOro OKpaIIMBaHKs Ha IPAHULIe CKIIe-
pbI U poroBullbl. Pexe BcTpeuyaeTcs KaTapakTa B BUfie
«nodconryxa» [9].

B dyacTi ciydaeB HaOJIONAETCS NOpadXceHue MNOUex,
IPOTeKarolee C MUKPO- U MaKporeMaTypueid, IpOTerH-
ypueu, aMuHOALWAypueH, TIJIOKO3ypHUer, OTeYHbIM
CUHJPOMOM, IOBBILIEHWEM COZiep)XKaHusA KpeaTMHUHA
B CBIBOPOTKE KPOBY, a TAKXe IPOKCUMAJIbHOM II09e4HOU
nucdynkimein — cuaapomoM Pankonu (B 1% ciydaes).
Kpome Toro, BO3MOXHBI TMIIEPYPUKO3YPUSA CO CKIIOHHO-
CThIO K HeppouTrasy; HeppoTHUeCKUil 1 OTeUHbIH CUH-
IPOMBI; XpPOHIYeCKuH riomepynoHedpur [1, 2, 8, 14].

Iopascenus cycmasos ipy 6071€3H1 BIJTbCOHA IPOTe-
KAIOT C apTpasrel, U3apTpyel, crubaTelbHbIMU KOH-
TPaKTypaMH, U3MeHeHUAAMY B I03BOHOYHUKeE, KOJIEHHBIX
CyCTaBax; OCTEONOPO30M U OCTeOMAJIALIEH.

Hepedxo nabnrodaemcs nopasxcerue Cucmemst Kposu:
OCTPbII BHYTPUCOCYAUCTBIA TeMOJIU3, TeMOJUThYe-
CKasl aHeMHs1, pa3BUBAIOINASACSA [10CJIe TeMOJIUTAYECKO-
ro kpusa [21].

Y HeKOTOpBIX OOJBHBIX € OOJIe3HBIO BuibcoHa Ha-
OJIFOAIOTCS NPUBHAKU 2UNO20HAOU3MA, TIPOSIBIIAIOIINECS
HapyLIeHUsIMM MEHCTPYaJbHOIO LIMKJA, aMeHopeex,
Gecrutomviem [4].

Koscnoui  cundpom TIPOSIBNISETCS  BAaCKYJIUTaMU,
KOXKHOWU, COCYAUCTON U TPOMOOIL[TOIIEHUIECKOU myp-
nypoi [4, 8].

Bosnesns BuibcoHa MOXeT OCIIOXHATHCA UHTEPKYP-
PEHTHBIMU MHQEeKLAMI.

Knaccudpuxanus

O6m1enpr3HaHHON MeXIyHAPOAHO! KIaccuduKanim
bone3snn BusbcoHa He cyiectByeT. MbI pa3paboTaim
KJIMHUYECKYI0 KIacCUUKALIMIO 3TOr0 3a00JIeBaHus, KO-
TOpas IpezcTaBieHa Huke [12].

Knunuueckas xnaccudpuxayus 6one3nu Bunscona

L. JlateHTHasA (W11 MaJIOCUMIITOMHASA) CTaJVs.

II. Cragus KIMHUYeCKUX NposiBieHui (puc. 1).

1. Iopasrcerus neveruy, OCTPIA M XPOHUYECKUN remna-
TUT; IMPPO3 TedeHy; QyIbMIHAHTHAS [Ie9eHOYHas He-
JOCTaTOYHOCTb.

2. Hesponozuueckue paccmpoticmea: a) paHHUe — MO-
HOTOHHA$, 3aTPy/IHEeHHas peyb; I'UIepcagnuBaLyis; aTak-
CUS; HapylleHWe KOOpJMHAIMK JBIKeHWH; 0) mo3f-
HHMe — DKCTpanyvpaMu/iHble PAacCTPOUCTBA; MbILICYHASA



PUTHAHOCTD; 3MuienTHGOPMHbIE MPUNAIKU; TPEMOp;
THUIIOMUMUST; TUIIEPKUHE3BL; TUCPOHUS.

3. Icuxuueckue Hapyuwlenus: SMOLVIOHAJbHBIE pac-
CTPOJCTBA; U3MeHeHMe TIOBe/IeHNsT; SUIenTUPOPMHbIe
TIPUMAazKY; MU30QpeHono00Hass CUMITOMATHKA.

4. Iopascenue 2na3: xonblo Kaiizepa — @nefimepa;
KaTapakTa.

5. Ilopaxcenue novex: MAKPO- U MAaKpOreMaTypus,
IPOTeNHYpHs, AMUHOALU/YPUS, TUIIePKaJbLUYPUs, TU-
nepdocdarypus, rIoKo3ypusi; HepponIuTHas; CUHAPOM
dankoHyu; HePpPOTUUECKUI CUHIPOM; XPOHIYECKHUH TT10-
MepyJIoHepuT.

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

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

8. Ilopasierue KOHCHbIX NOKPOBOB: BACKYIUTBI; KOXK-
Hasl, COCYJUCTast U TPOMOOLMTOIIEHNYecKast ypIypa.

III. TepmuHanbHas craaus [12].

«IAKHPOBAHHELS
TyGpin

«COCYIHCTEIE
IBELTOUHIN

BAPUKOIHOE PACIIUPEHIIE
THHEKOMACTILL BeE MUNEBOa
IWIOTHAS,

GyTpmeTad NeIcHs)

CIISHOMETATIA
WIONORa MeTY3bin

acouT

SREHCKRI THEI

“IAIBMapPHAR OBOJICCEHIIA

IPUTEMIY 3]

T-H3MeHEHHE HorTeit

arpodid auuel
{B BHIE «ACOBBIX CTEKOMN )

OTCRN

Puc. 1. KAMHUUeckre nposBAeHUst 6oAe3HU BrUabcoHa.

JAunarsocTuka

MHorounceHHble «MacKi» Oosie3HH BruibcoHa
U (B HeOOJIBIION YaCcTH CJIy4aeB) MaJIOCHMIITOMHOE Te-
JeHMe Ha4aJIbHOW CTa/ iy 3a0071eBaHNs 3aTPYAHSIOT ee
CBOEBPEMEHHYIO IMarHOCTHKY.

Haubonee wacmoim u HAOEHHLIM NPUSHAKOM OOJIE3HU
Bunscona cnyscum nanuuue xoneya Kausepa — Dneviue-
pa Ha pozosuye 2na3a (ompenenserca B 90% ciyyaeB
Y MOXeT CYUTAThbCA NMAaTOTHOMOHUYHBIM CUMIITOMOM):
UICCIIeIOBAHYE C TIOMOLIBIO LIeJIeBOH JIAMITBL.

OTnenbHbIe aBTOPBI YKA3bIBAIOT HA «TpUazy» Aua-
THOCTMYeCKUX Npu3HakoB: 1) kombuo Kaiizepa —
@reiimepa; 2) xenTyxa; 3) reMoJUTHYeCKas aHeMUS
[1,5,7,10].
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BblpaxkeHHas reMOIMTHYeCKas aHeMUs pa3BUBAeTCA
BCJIE[ICTBMe HEKpo3a TelaTOLWTOB, AeNOHMPOBABIIMX
MeZlb, KOTOpasi, BBICBOOOXX/IAsiCh, MHAYLIMPYET reMOJIu3
aputpouuToB [30].

JluarHocTryeckoe 3Ha4YeHNe MMeeT TaKKe CeMeuHbli
aHamHe3: HaJIMYMe aHAJIOTMYHOTO 3a00JIeBaHHUSA Y KPOB-
HbIX POZICTBEHHVMKOB IIEpPBOY CTeleHu pozcTBa. I1pu re-
HeTUYecKOM MCC/IeZIOBAHUM MOXKHO OIpe/ieIuTb MyTa-
1uio reHa ATP7B, OTBeTCTBEHHOTO 3a Pa3BUTHe 00J1e3HU
Bunbcona [18].

BaxHoe fuarHocTAYecKoe 3HayeHWe MMeT Xapak-
TepHble HepBHO-TICUXMYeCKKe PacCTPOICTBA U pa3BUTHe
$yIbMUHAHTHO! TTe4eHOYHOH HeZI0CTaTOYHOCTH.

JlabopamopHsie uccnedo8anusi MO3BOJAIOT YCTaHO-
BUTh: 1) CHIDKeHMe YPOBHA IiepyJoIla3MUHa B ChIBO-
potke KpoBu (Ha 35-65%) y 95% OOJNBHBIX — [0
0-200 mr/n (npu HOopMe (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) — Gosiee 250 Mr/T cyXoi
Maccel (pu HopMe < 50 Mr/T); 3) B GuonTarax mnede-
HU, KPOMe TOTO, MOXHO OIIpeZleIUTh IPUCYTCTBUE i~
nogycyura, XUpoByw nuctpoduio nedeHu, Gpubpos
Y IMpPO3 nedeHy; 4) yposeHs 1D, kak npasuio, cHU-
KeH, HeCMOTpPS Ha HaJlNuMe KeITyXu; YMepeHHO I10-
BBILIEHO COZep)XaHue (pepMeHTOB LIUTOJIM3a: OoJblie
AcAT, uem AnAT.

Boienenne Menu ¢ MO4YOW [0 Havaja JiedeHUs
D-neHUNWIIaMUHOM daiie Bcero (y 65% OOJbHBIX)
cHIKeHO (Ha 50% u GoJiee), a IPU CHCTEMAaTUYECKOM
npreMe D-neHMLMITAMUHA ee BbljieJieHne ¢ MOYOii
yBenunuuBaetcs 7o 50 pa3(!) (Hopma: < 50MKr/cyT) —
2UNEPKYNPYPUS.

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

IIpy cuuHTUrpaduIecKoM HCCIe[lOBaHUN OUOMTa-
TOB IleYeHU C PaJMOAKTUBHON MeJIbl0, KOTOPas OIJIO0-
I[aeTCsl TeYeHOYHOM TKaHbIO, Yepe3 2 1 24 4 110CJie BHY-
TPUBEHHOTO BBeJleHUA PaJVOHYKINWAA COOTHOLIEHWe
paznoaKTUBHOCTU medeHu coctasisger 0,2-0,3 (mpu
HopMe 1,4-9,0).

BceM 60JIbHBIM TiesiecooOpa3Ha KOHCYJIbTAlus TCH-
XOHeBpOJIOTa.

Jugpdeperyuansryro duazrocmuxy cienyetr MPOBO-
JIUTH C reraTolepebpayTbHbIMI CUHAPOMAMH [IPY BUPYC-
HBIX ¥ APYTMX 3a00JIeBaHUSIX TeYeHW; C PaccessHHBIM
CKJIepo30M; 3HLeaTUTOM; APOKATeTbHBIM NapaInioM
(601e3HbI0 [TapKMHCOHA).

JleyeHue

JleyeGHbIe MepoNpUATHS Py 60JIe3HU BribcoHa Ha-
npaBJieHbl B NIEPBYIO Ouepe/lb Ha IpefoTBpalleHue He-
00paTUMBbIX U3MEHeHWH B OpraHax M TKaHSX MyTeM BO3-
JIeVCTBUS HA BPOXK/IeHHbIe Jie(eKThl OMIMapHON CeKpe-
1y Meziu [6].

Ipu ycmarnoenenuu duazrosa 6onesru Bunscona neue-
HUe HYHCHO HA3HAa4amy HemedneHHo. IIpu 3TOM HeoOXo-
JIMMO CJIEIUTH 32 TeM, YTOObI YPOBEHb CBOOOTHOM MeTH
B CbIBOPOTKE KPOBH BO BpeMsl JiedeHUsI He MTOAHUMAJICS
Bbite 20 MKT/ 771, Jleuerue 00nHCHO Oblimb HenpepbisHbM
U NONHCUSHEHHBIM, NOCKOIKY MO HEUINIeUUMAst 60JIE3Hb.
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Jleuebroe numanue (nueta N2 5 o M. . [1eB3uepy)
C TIOBBIIIEHHBIM cofiepkaHueM Geka. Heo6xoamumo uc-
KJIIOYNTh W3 MWINEBOTO pAlFiOHa COZep)Kallue Melb
TIPOJYKThI: pakooOpa3Hble (paku, Kpabbl U 1p.), b6apa-
HUHY, KyPHHOE ¥ YTHHOE MsIcO, IOy, 6000BbIe, Opexy,
YepHOCJIMB, KaKao, IOKOJIaz, Mef, ieper| [7].

@apmaxomepanus. OCHOBHBIM TIPENapaToM IS Jie-
deHust 6osie3Hn BusibcoHa MO-TpexHeMy (yxke B Tede-
Hue 6omee 50 net!) siBsiercss D-neHuyunnamun 6 uHou-
8udyanvro nodobpanHoi doze — B Tipenenax ot 1,5 0
4 r/cyT; onTUManabHOM no301 cumraerca 0,9-1,2 r/cyr
[7,14, 10, 25].

Jleyenve D-nieHUIIMJIAMUHOM — 3TO ITATOreHeTHYe-
CKasl Tepamnusi, CIIOCOOCTBYIONIAs BHIBEJIEHUIO U30BITOY-
HOT'O KOJIM4eCTBa Me/Iy U3 OpraHu3Ma.

[Ipy MHOroJIeTHeM JiedyeHWH D-TIeHUIMITIaMUHOM
BO3MOJXHBI Pa3JIMuHbIe 710004Hbie IPdexmpl: pa3BUTHE
HepOTIIeCKOro CUH/IPOMa; cuHApoMa ['yanacuepa; vH-
TEPCTUNUATILHOTO TJIOMepyJIoHedpUTa; arpaHyJIOLKTO-
3a; TpoMO0- 1 MdoneHnr; puOPO3UPYIOIIETO abBeo-
nvTa (3a cYeT HapylleHUs CHHTe3a KOJUIareHa); Bo4a-
HOYHOIOZIOOHOTO CHHIPOMA; aIljIaCTHYecKOW aHeMUU;
HeBpUTa 3PUTEJILHOTO HepBa; (GOJUIMKYISAPHOTO KOHb-
IOHKTUBUTA; TleMUTyca; apTO3HOrO CTOMATHTA; KOXKHOH
JpPUTEMBI; TTlyOOKUX $5I3B roJjieHu, QypyHKyse3a U [p.
[7,11, 26, 27].

HecMoTpsi Ha CTOJIb OOIIMPHBIN TTepedeHb MOOOYHBIX
3(PeKTOB, OOJBIIMHCTBO OOJBbHBIX MEPEHOCAT MHOTO-
JIETHUH KypC JiedeHWs D-TIeHUIJUTAMUHOM  BIIOJIHE
YZIOBJIETBOPHUTEJILHO.

P. Ferenci [10] B kauecTBe ajnbTepHAaTHBbl D-nieHu-
LWINIAMUHY TIpeJiaraet ne4enue mpuenmunom (trientin),
TaKXe CIOCOOCTBYIOIIVIM BBIBEZIEHUID M30BITOYHOTO
KOJIMYeCTBa MeJIM U3 opraHuama 60sbHOTr0; do3a 1,0—
1,5 r/cyr. 1o ero naHHBIM, 3)PEKTUBHOCTb TPUEHTHHA
npu 60J1e3HM BuiibcoHa He ycTymaer D-TeHuIuIaMu-
HY, HO Y HEro MeHblile TI0O0YHBIX SBJIEHUMH.

D-neHuyunnamum, Kax u mpueHmuH, — 3mo Xenamu-
pyroujue meds CoeduHeHU.

LleHHBIM MeTOZIOM JiedueHust Gose3Hu BuibcoHa (oco-
OeHHO B CJly4ae HerepeHOCMMOCTH D-TeHUIMIIaMUHA)
SABJISIETCS npumeHerue npenapamos yunka (cynbdara 1in
arerara). LIMHK KOHKypUpYeT C MeZblo 3a CBSI3bIBaHUE
¢ 0eJKOM-TIePEHOCYMKOM Ha MeMOpaHe 3PUTPOLIMTOB
¥ TeM CaMbIM OJIOKMpYeT TPAHCTIOPT MeJIu, KOTOpast BLIBO-
JIATCS C KaJIOM BMeCTe C JIeCKBAMUPOBAHHBIMHU SMATEJIAO-
nutamu. Jlosa: 75-200 mr/cyT 3 pa3a B cyTkH 3a 30 MUH 70
TpyeMa UMY, [UTUTeIbHO. DTO HeJIOPOTroid, 6e30MmacHbIi
¥ I0CTaTO4YHO 3 eKTUBHBIN MeToz JiedeHus [1, 7, 14].

Ipu pazsumuu QyLeMUHAHMHOU NE4eHOUHOU Hedo-
cmamouxocmy — HauboJjiee TPO3HOTO IPOSIBJIEHUS
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6ose3H1 BusibcOHa — UCTIONB3YIOT T1a3Madepes, ajb-
OYMHHOBBII IMau3, reMOUIbTPALHIO, IEPUTOHEA Tb-
HBIN Manu3, a npu X He3)EeKTUBHOCTA BO3HUKAET
HeoOXOAMMOCTb B CPOYHOW OPTOTOMMYECKOH —ai-
JIOTpaHCIUIaHTaluy nevenu [1, 5,7, 14, 15, 19].

Adwsrosanmnas (6cnomozamensras) mepanus. Pn aB-
TOPOB CYHMTaeT ONPABJAaHHbIM Ha3HAa4eHWe OOJbHBIM
c Oosie3HbI0 BUIIbCOHA yHUMUONA, KOTOPBIA CONEPIKUT
nBe cynbrunpunbhble (SH) rpynmel u ciocobeH Boc-
CTaHAB/MBaTh (PYHKIMN (epMEHTHBIX CHCTEM IeYeHH,
obaziaeT TeTOKCULMPYIOMUM zeiictBueM [5, 7]. Zlosa
yuumuona: 5-10 mMa 5% pacTBopa BHYTPUMBIIIEYHO
eXXeZIHeBHO WY Yepe3 ieHb, 25—30 nHeil.

B130K 10 MexaHu3My eHCTBUSA K YHUTHOJY 3apy-
GexxHblil Tpenapat «BAJl — Opumanckui aHmMumou-
3um» (OUMepKanpos-2,3-AuMepKanTonpoaHos), HO
OH 6oJiee ToKcuYeH [7]. OH BBOJUTCS 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 fHe.

[Ipu mopakeHWH IiedeHHu y OOJILHBIX C 0OJIe3HBIO
BurbcoHa omnpaBaaHo nprMeHeHye zena-mepy, (L-opHu-
THHa-L-acraprara), 0COOeHHO IPY HAJMYMK reraTofe-
IPeCCUBHOrO  (TeraTonpyBHOTO) CUHAPOMA, 8 003e
500 mr/cyt B 500 M ¢u3pacTtBopa, BHyTPUBEHHO Ka-
IeJIbHO (4-8 Kanesib B MUAHYTY).

Be3yc/1o0BHO 10J1e3eH NprieM aHTHOKCU/IAHTOB: 8Uma-
muna E (o-Tokodeposa arerar): 10% MacisHbIA pac-
tB0Op, 1 Mn (100 mr) BHYTph 1o 1 Kamule, B TedeHUe
2—-3 Mecs1eB.

Bosee 3¢dexTriBeH KOMOMHUPOBAHHBIA aHTHOKCHU-
JaHT — aHMUOKCUKANC, KOTOPBIA COZEPXUT CeJleH
(15 mr), ackop6uHOBYt0 KHC0TY (100 Mr), oi-TOKOdepo-
na auetat (30 mr) u P-xaporus (20 mr). Ero npuxHumMaior
BHYTpPb II0 1 KaliCyJie B CyTKU IIOCJIe efibl B TeyeHue
2-3 MecsiLies.

Ipu acyume u nepugepuneckux omexax Ha3HAYAIOT
MOYeroHHble CpeZICTBA: CIUPOHOJIAKTOHBI (anbdakmor,
eepounupor) o 100-200 mr 2-3 pa3a B CyTKU WU ami-
Jiopuda eudpoxnopud o 5-10 Mr/cyT — 10 TOJTHOM JIMK-
BHUZIALINY aCLIUTA U OTEKOB. VICIOMB3YIOT 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 CyTKHU.

Bone3np Buibcona Heussieynma, HO IIpU CBOeBpe-
MEHHOM U HellpepbIBHOM (TI0XXHM3HEHHOM) JIeYeHU! ca-
MOYYBCTBUE OOJIbHBIX JIOJITHe TOZIbI OCTAEeTCS CTaOUIIb-
HbIM, ¥ OHU JUIUTeJIbHOEe BpeMs COXPAHSAIOT )KU3Hb.

ITpu HeapHeKTUBHOCTH MeIIKAMEHTO3HOTO JIeUeH S
eZIMHCTBEHHbIM MEeTOZIOM CIIaCeHUs UX XKU3HU SBJIAeTCSA
TPaHCIJIAHTALUA TeYeHH.
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ru Bbone3Hb BuabcoHa —
renarouepe6bpanbHasa auctpodusa

fl. C. UummepmaH
MepMCcK1it rocyaapCTBEHHbIN MEAMLIMHCKUIA YHUBEPCUTET
M. akaa. E. A. BarHepa, lNMepmb, Poccus

KntoueBble cnoBa: 60ne3Hb BrabCOHa (renatouepebpant-
Has AMCTPODUS ), ACPUHULINS, STUOAOTMS, MATOreHES, AMarHoC-
TUKa, AeYEHNE

B crathe npeacTaBA€H MOAPOOHbI 0630p COBPEMEHHbIX
NPeACTaBAEHUI 0 BoAe3HM BuabcoHa — renatouepebpant-
HON AUCTPOGUU. U3NOXEHBI ONPEeAEAeHMEe, TEPMUHOAOTHS,
UCTOPMSA U3yueHns 3a60AeBaHMA. BoAbLLOe BHUMaHUE yae-
AeHO pa3bopy natoreHesa renatouepedparbHON AUCTPO-
bWK, B TOM UMCAE FTEHETUUECKON OCHOBE €€ pPasBUTHS, Hapy-
leHUAM obmeHa MeaMn. TLWATeAbHO OMnMcaHa KAMHWKA C
y4eTOM 0COOEHHOCTEN MOPAaXEeHUsA NEYeHN 1 BHENEUEHOU-
HbIX MPOABAEHWI, AMArHOCTMKa, Knaccudmkauma. Ocoboe
BHMMaHMWEe yAEAEHO CPEACTBAM MaTOreHeTUUECKOro U CUMM-
TOMaTUYECKOrO AeUEHMUS.

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

Y cTatTi npeaCTaBAEHUM AE€TaAbHUM OFASIA CyvyacHMX
ysiBAEHb NPO XxBOopoby BinbcoHa — renatouepebpanbHy
AUCTPOOID. BUKAGAEHI BU3HAUEHHS, TePMIHOAOTIS,
iCTOpif BUBYUEHHS 3axBOpIOBaHHA. BeAnky yBary npuai-
AeHO po3bopy natoreHesy renatouepebpanbHOI AUC-
Tpoodii, 30KpemMa reHeTUYHIM OCHOBI ii PO3BUTKY, MOpPY-
LLIEeHHAM 0OMiHY MiAi. PeTeAbHO onucaHa KAiHiKa 3 ypa-
XYBaHHAAM OCOOAMBOCTEN YpaXeHHS MeudiHkW i nosa-
NEeYiHKOBMX MNPOSABIB, AiarHOCTUKA, KAacudikauis.
OcobanBy yBary npuaineHo 3acobam natoreHeTMYHoro
Ta CUMNTOMATUYHOTO AiKyBaHHS.





