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KntoueBble crnoBa: HacneAcTBeHHble 3a6oneBaHUsl neveHu, 6onesHb BunbCcoHa, HapylleHne oGMeHa mMeay, LepynonnasmuH,f-

neHnuymnnaMmuH

0 MHEeHHIO 3KCIIepTOB ellle ipeBHUe
erMnTsiHe CTpajaiv 3abosieBaHHeM,
MOpPaKaBILIVIM HEPBHYIO CHCTEMY U

BHYTpPeHHUe opraHsl. [lolesiiee [0 Halux

Puc. 1

BpeMeH H300pa’keHNe eTUreTcKoro (apaoHa
TyranxamoHa (Puc. 1), o MHeHUIO KpyI-
He#iero crietyanucta J.Walshe, He nckmo-
YaeT BepPOSITHOCTH, UTO OH CTpafas Tenaro-
LepebpanbHO AUCTpOduUeit.

Victopusi mM3yueHMsl 3TOM IaToOJIOTHY Ha-
urHaeTcds C KoHma XIX Beka, Korga
Westhhal C., Strumpel A. orcamu 3a6orme-
BaHHe N0 K/IMHMYeCKOH KapTHHe HallOMHHa-
I0lljee paccesiHHbIN CK/Iepo3, HO be3 femue-
y3aipu Gesoro BemmectBa. B 1902-1903r.rn
Kayser B., FleisherD o6Hapyxum KojbLio
Ha porosuiie y 6oibHOTO ¢ 3abojieBaHHEM
«paccesiHHO-CK/IePOTUUEeCKOTO  XapaKTepay.
Kak camocrosTensHasi — HO30J0THYeCKast

KnnHn4yeckne BapmaHTbl 601€3Hn Bunbcona

¢dopma 3abomeBaHve BIIepBble ONMCAHO B
1912r. anrnuiickum HeBponarosnorom S.A.K.
Wilson, Kak HECKOJbKO CeMeHHBIX CITydaeB
CUHZIpOMaA IIpOrpeccupyoliel JeHTHKY/Isp-
HOIi JiereHepaLjyy y 60/bHBIX LIUPPO30M Iie-
yeHd. B 1948r. nopakenue neuenu u LJHC
BIIEPBBIE CBSI3a/TH C TIOBBILIEHHBIM COZleprKa-
HUeM MeJii B 9TUX opraHax. Bkisaj B usyue-
HUe 60JIe3HH BHEC COBETCKHM HEBPOMATOJ/IOT
H. Konosanos. 1993 I. - uaeHTUGUIIIPOBaH
reH 3aboneBaHusL.

Cerogusi  Gomesup  BumbcoHa — (CHH.
degeneratio hepatolenticularis, degeneratio
hepaticerebralis, degeneratio neurohepatica)
ompe/iensieTcss KaK HacjeAICTBeHHOe 3abosie-
BaHue (puc.l), B OCHOBe KOTODPOTO JIEXHT
reHeTHUeCKHid fledeKT MeTabomm3Ma Meay,
NPUBOASALMA K HM30BITOYHOMY HaKOIUIEHHIO
JIJAHHOTO 3/1eMeHTa B OpraHu3Me U TOKcuue-
CKOMY TIOP&)KEHHIO BOBJIEUEHHBIX B TIPOLIECC
OpraHOB U TKaHel, MpeUMYIIeCTBEHHO Iie-
YeHH W rosioBHOro Mo3ra. Hacnepyercs 3a-
6osieBaHKE TI0 AYTOCOMHO- PELieCCUBHOMY
TUIy 1 BCTpeuaeTCs II0BCEMECTHO C pas/iny-
Ho¥ yactoToit (1:30000 — 1:100000). Tete-
DO3UrOTHOE HOCHTENBCTBO Ae(eKTHOTO reHa
pJocturaet yactotel 1: 100 ¥ MOKeT UMeTb
CyOK/IMHMYeCKHe TPOsIB/IeHNs B Bhzie 1abo-
PaTOPHbBIX HapyllIeHi 0OMeHa Mesu.

C muIeif 3a CyTKH B OPraHU3M TIOCTYTaeT
2—>5 mr megu. OHa BcacbIBaeTCsl B KULIeU-
HUKe, [T0CTYTIaeT B TIeueHb, I7ie CBSI3bIBAeTCs
C LIepy/I0IUIa3MHUHOM, LIUPKY/IMPYeT B KDOBH,
U30MpaTeNbHO 3aXBaThIBAETCS OpraHaM,

KOTOpble B Heil HyXX/]al0TCsl, a 3KCKPeTUpY-
eTcsl € Kequbto. C >Ke/Tubt0 SKCKPeTUPYeTC s
210 80% Bceil mocTynuBLIel B reueHb MeZu.
B >xemuu Melp CBfi3aHa C KPYIHOMOJEKY-
JISIPHBIMU G€e/IKaMM, KOTOpbIe MPEIsTCTBYIOT
ee peabcopOLuy B TOHKOM KuIlKe. Takum
00pa3oM TIpefiOTBpAIjAeTCsl SHTepOrelnarTH-
yeckas LMPKY/sALMs MeZld, a COOTHOLIeHHe
MeXJly ee IOCTYIUIeHUeM U Bbl/le/IeHueM
CTaHOBUTCSI NpaKTUuUeckd paBHbIM. HesHa-
yyTe/bHAs YacThb Mel HaXOAUTCA B KPOBU
B MOHM3MPOBAHHOW (hOpMe WK CBSI3aHHOH C
anbOYMHUHOM U BbIZIeJIsIeTCss ¢ MOYoil. Bro-
JIOTUUEeCKOe 3HaueHWe MeJy OmpefesieTcst
Ba)KHOM (DYHKL[MOHABbHOI posbio (hepMeH-
TOB, B COCTaB KOTOPBIX OHa BXOAUT. OfHAKO
130BITOYHOE ee HAKOIUIEHVe B OpraHax IpH-
BOZIUT B TOKCUYECKOMY ITOBPEX/EHHUIO Kile-
TOYHBIX MeMOpaH, pa3pyLIEHHIO JHU30COM,
necrabummsanyu spepHoit [JHK. B martore-
He3e Oone3nu Bunmbcona (BB) Bexytyro
po/ib WrpaeT HapylleHue OanaHca Mexay
MOCTYIJIEHUEM U SKCKpeLlueld Me/iu.

Ten 6one3nu Bunbcona (ATP7B) nokanu-
3yeTcs Ha 13 xpomocome. [pu 6oe3Hu 06-
Hapy)KUBaeTCsl TeHeTHYeCKUi fedeKT CHH-
Tes3a Llepy/I0IUla3MUHa, KOTOPbIM OTHOCHUTCS
K anbda-2-mobymiHam. B cBs3u € 3TUM y
95% 60/nbHBIX 06HApPY)KMBAETCSl YMEHbILe-
HUe CHHTe3a Liepy/oIla3MUHa U SKCKpeLuu
Me[U C >Kelublo, TIPU 3TOM YBeU4MBaeTCs
CoJep>KaHHe B KPOBM M TKaHSIX CBOOOJHOM
MeJiY, a TaKXKe BblfiesieHne ee ¢ Mouoi. CHU-
JKeHHe WU OTCYyTCTBHEe aKTUBHOCTH Liepy-

Tabn. 1

KNNHWYeCKNit BapuaHT

Pervox

XapaKTepucTvka

CnaBsiHcKas (no3aHss)

Poccus, Monbuwa, Yexus, Cnosakns
(BOCTO4Has eBponenckas nonynauus)

Mo3aHee Havano C NPeUMyLLECTBEHHBIM NOPaXXeHNEM HEePBHO

CUCTEMbI N NO34HUM MOPaXKeHNeM neveHun

3anapHas (loBeHUnbHas)

®paHuuns, FepMaHus, AHrans, Utanus, onucanus B Kutae,

CpegfiHeit A3un

PaHHee Ha4ano (10-16 neT) ¢ BeAyLINM NOPaXXeHNEM NeYeHn n
nocnenytownm 6bICTPO NPOrPeccUpyoLnM pasBuTMem

HEBPOJIOrMYECKON CUMMNTOMATUKN

ATunnyHas

'epmaHnus, AHrnus

CHWXXEeHWe YpOoBHS LiepyionnasMuHa y poanTenen 6obHbix FUA
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JIOT/Ta3MHHA HAPYIIAeT MOCTYTUIeHHE [0CTa-
TOUHBIX KOJIMYECTB Me[u K (hepMeHTaM TKa-
HEBOTO /[bIXaHHsI, KDOBETBOPHBIM OpraHam;
cBobogHasi Me/ib, HAKaITUBAIOLIAsICS B TKa-
HsiX, O6mokupyetr SH-rpymmbel MHOTHX (hep-
MeHTOB. CriefiCTBUeM HeJOCTaTOUuHOro HC-
0/Ib30BAHUST MEU SIBJISIETCS JIeTIOHMPOBa-
HUE ee B MEYeHU, MO3re, TI0YKaX, POrOBHIIE.
CknafpIBaeTcsl MapajjoKcanbHasi CUTYaLs:
HapyleHHe 61MOMOTHUeCKUX TPOLIECCOB M3-
3a HEJ0CTaTOYHOTO KOJIMYeCTBA MeJU U Ha-
KOTUIEHHME Me[H B TKaHSIX C CUMITTOMATHKOU
WHTOKCHKALIMM MeTayyioM. llaTtoreHeTHye-
CKH TIepBUYHBIN fe(eKT JI0Kannu3yeTcs B Iie-
YeHH, UTO TOJTBEPIKAETCS UCUe3HOBEHUEM
CHMIITOMATHKH 3abo0jieBaHUsI TIOC/Ie TpaHC-
rianTalui. OJHAKO TOYHAst MUILIEHb TOKCH-
YeCKOro [efCTBUSI Me[H B K/IeTKe Hen3BeCT-
Ha.

Hapymenune o0OMeHa MeIH IpH
0os1e3uH Bunncona
XapaKTePU3YyeTCs CIeqyIOU[HMU
H3MeHEeHHsIMH:

» CHWKeHUEM YPOBHS 1Iepy/Ioria3MiHa B
CBIBOPOTKE KPOBU

* CHWKeHHeM ypoBHs “o0uieii” menu B
CBIBOPOTKE KPOBU

* [ToBblIeHUeM ypoBHS “TIpSIMOIT” Meau B
CBIBOPOTKE KPOBH

+ TloBbIIIeHNeM KOMYeCTBa MeIu B TKa-
HU TleYeHH, JTHKBOpe

+ TloBbllIEHMEM CYTOUHOW 3KCKpeLr
MeJI C MOUOH

Oco6eHHOCTIMU KITUHUKY 00s1e3HU Brib-
COHA SIBJISFOTCS [UTUTE/TbHBIA OeCCUMIITOM-
HbII 1epuoy TeueHus1 3aboneBaHUs U BbIpa-
>KeHHbIN ToMMopdu3M. OTMeueHbI pa3iny-
Hble KJIMHUUYEeCKHe XapaKTepPUCTHKK 3abore-
BaHUs B 3aBUCHUMOCTH OT PervoHa pacripo-
crpaHeHHOCTH (Tabsn.1).

Hapy1eHue 5KCKpeLin MeJy TIPUBOJHT K
ee TOKCHUECKOMY HaKOIUIEHHIO B pa3/My-
HBIX OpraHax B OIpeJie/IeHHOM TOoC/efoBa-
TenmpHOCTH. [loce poxzeHus pebeHka c fie-
(heKTHBIM T'eHOM IepBOHAYalbHO Melb Ha-
KaljlMBaeTcsi B IeyeHW. Y Takux JeTed
MPAKTUYECKU C POXKAEHHUs HabIrofaeTcs re-
pUOMYECKOe  TOBBIIEHWE  AKTHBHOCTH
TpaHcamuHa3. OfiHako MaHudecTalus 3a60-
JIeBaHUsI B BU/ie TIATOJIOTHH TeYeHH Habo-
Jaetcst Tonbko y 42 % GonbHbix. HeBposio-
ruJeckas v cuxuueckast MaHugecranyst 3a-
6onesanust Habmogaercst B 34 u 10% coot-
BETCTBEHHO. JTH BapuaHThbl 060je3HU Busib-

K.

yeckue np

coHa OOYC/IOB/IeHbI HaKOIUIEHHEM Mefu B
JHC nocne «HacblleHys» Mle4yeHH. Y HeKO-
TOPBIX TAalMeHTOB MPOUCXOJUT IepeKpecT
reyeHouHOM MaHHpectaipy BB ¢ HeBposo-
rMYecKod Win mcuxuveckod. ¥ 15% 6osb-
HBIX 3a0071eBaHye TIPOSIB/ISIETCST TeMaTOJIOTH-
YeCKMMH CHUH/POMaMH, Ipes/e BCero reMo-
JIMTUYEeCKON aHeMued. JIpyruMu opraHaMu
Y CUCTeMaMH, KOTOpble IOpa)karTcs IpU
BB B pesynbraTe HakoIIeHUs Me[u, SB-
JISIIOTCSL TIOYKH, KOXKa, cepjLe, KOCTHO-CY-
CTaBHasl ¥ SH/IOKPUHHAsI CHCTeMBI (Tab1.2).

BmecTe C TeMm, HaubOMbLINK yeabHbINA
BeC B KJIMHAYECKOM TOUMOpQu3Me Ooses-
HU BWIbCOHa TPUXOOUTCS HA «IIEYEHOU-
HyIO» CHMIITOMAaTHKY. BapuaHTEI mopaxe-
HUsI TIEYeHH MOTYT Kosmebarbest oT 6eccrumi-
TOMHOM TpaHCaMHHa3eMHH /10 Qy/IbMUHAHT-
HOU TeYyeHOYHOM HeI0CTaTOUHOCTH Ha GoHe
LMppOo3a TeYeHH W WMEIT CBOU KJIMHHKO-
nabopaTopHbie 0COOEHHOCTH :

v'YacToTa OTEUHO-aCLIUTUUECKOr0 CHH-
JpoMa He KOppeJMpyeT C HaJlMureM U BbIpa-
JKEHHOCTBIO CHH/IPOMa IIOPTajbHOM Turep-
TeH3UH

v'YacTo-reMOIUTHYECKUE «KDH3bI»
v'YacTo-reMoppariueckuii CHHApOM

v TIperMyI1|eCTBEHHOEe CHIDKEHHEe GesTKo-
BO-CHHTeTHYeCKOH (yHKLIU TIeueHr

v'HeBbICOKWE TI0Ka3aTe/ld  AKTMBHOCTH
TpaHCaMHHa3

Bose3nr Bunbcona [o/pKHa IIpejriona-
raTbCsl y KOKAOr0 MHAVBH/YYMa B BO3pacTe
oT 3 fo 45 /1eT ¢ marosioruell rneueHU Hey-
CTaHOBJIEHHOW 3THOJIOTMU. AJITOPUTM BepU-
¢ukayy 6ose3Hu BUibCoHa BKITFOUAET Clie-
JyHolljie AUarHOCTUUeCKUe TeCThl:

AnropurMm Bepudukanuu 060/1€3HU
Bunscona

1. Pa3BepHyThbIii aHa/IM3 KPOBU

2. ChIBOPOTOUHBIH LI€PY/IOM/Ia3MUH

3. O6napyxeHue Kkosel Katizepa-Drneii-
1epa (0CMOTP 11le/1eBOM J1aMIIo¥)

4. basanbHas 24-uacoBad
MeZiy B Moue

5. ITpo6Hoe JsieueHe TIEHULIWIIAMUHOM Y
netei

6. Coziep)kaHre Me/i B TIapeHXHMe Teye-

9KCKpeLust

Tabn. 2

HaKonJIeHUss Meaun B opraHax n cucteMmax

PeHanbHbie
KaHanbLieBasi AMCHYHKLVS, aLMA03, MouekaMeHHast GOne3Hb, CHIDKEHHeE Kiy6ouKoBOil hnbTpaLmn

Optoneaunyeckue .
XOHﬂpOKaJ‘IbuMHOsbI, 0CTe0apTposbl, 10BEHWMbHbIN NOMapTpuT, NaTonornvyeckne nepenombl Kocten

OHAOKPUHHbIE
MepBiu4Hast v BTOPU4HAs aMeHOpesl, COHTaHHble aBOpTb!, TMHEKOMACTHS!, 3aepXKka NOMOBOTO Pa3BUTHS], OXUPEHUE, MNONaPaTUPEOUAN3M

[nasuble
KonbLio Kaitaepa-®neiiwepa, "nogconHeyHas" katapakta

KoxHble
[vnepnurmenTaLys, rony6oBaTblit LBET HOrTEBbIX NIYHOK, acantosis nigricans, KoxHble BackynuTbl, acne vulgaris

HU

7. TleueHouHast Guorcust (oOCykAaeTcs,
HO CTIellMaIbHO He PeKOMeH/yeTcCs)

8. HeBposiornueckoe 1 pauo/ioruueckoe
BH3ya/IM3UpYyIOlllee  MarHUTOPe30HAHCHOe
uccrefioBaHde Mosra (magnetic resonance
imaging - MRI)

9. lenetnueckoe HCC/Iefj0BaHue
POJICTBEHHUKOB I1€PBOT0 YPOBHS POJCTBA Ha
OCHOBAHMU aHa/u3a rarnjaoTumna

Kpurepuu nuarnoctuku bB

Kpurepusimu guarHoctvku BB sBrsroTcst
CHIKeHHe YPOBHs 1|epy/IoTla3MHHa B ChIBO-
poTKe KpoBU <20Mr/z1; U36BITOUHOE COfiep-
’KaHWe MeJU B TKaHU reueHu (>250 mr/r cy-
XOM TKaHM); HanuuMe kosel] Kaiizepa-®rneii-
111epa; Hajuule HeBPOJOTrMUecKod CHUMIITO-
MaTHKH; 3KCKpeLyss Mequ ¢ mouod >100
MKI/CyT; yBeJW4YeHHe YPOBHSI HeLepyso-
T/Ta3MUHOBOH  «TIPsSMOi»  pakiuy  Megu
>10 mkr/gn. OfgHako TPYAHOCTH MOCTaHOB-
K auardo3a BB o06yc/ioBeHBI He TOJBKO
aCUMITTOMHBIM TeYeHHEeM Ha TPOTHKeHUH
JleCSITUNeTUH, HO U BepPOSITHOCTBIO JIO)KHO-
TIOJIO’KUTENbHBIX WM  JIO)KHOOTPUL[ATeb-
HBIX pe3y/bTaToOB /JMarHOCTUUECKUX TeCTOB
(Tabn.3).

ITporHo3 TeueHusi 3ab0JE€BaHUS MOXKHO
W3MEHUTh HauaB Kak MO)KHO DaHbIIe MaTo-
reHeTUYeCKd  HalpaB/leHHOe  JIeYeHHe.
BO/BIIMHCTBO  K/IMHAUYECKHX HpOHB}]eHI/Iﬁ
obpaTMbl. PaHHSST K/IMHWYECKAsi AUArHO-
CTHKA OCHOBBIBAETCSI HA CBOEBPEMEHHOMN
MPaBUILHOM MHTEPIpeTaly TaKWX Hecre-
LbUIeCKUX CHMITTOMOB Kak

* [IOBTOPHbIE KPOBOTEUEHHUS U3 HOCA, KPO-
BOTOUMBOCTh fIeCeH JIM0O MHOXKeCTBEHHbIe
KPOBOIIOATEKH;

* COCYAWCTBIE «3BE3[[0UKM» Ha KOXKEe TPY-
[IM ¥ CITWHBI;

* cBOeobOpasHble «I10I0CKU» (Oefbie, Me-
HSIFOIIME MEePUOJUYECKH CBOIO OKPAacKy Ha
KpAaCHOBAaTO-CHHIOIIHYI0) Ha Gexpax u B
NMOAMBILIEUHBIX O6]'[aCTHX;

* TOpPMOHAJIbHBIe HAPYILIEHHUs B BH/le aMe-
HODPEeH WK JUCMEHOPEeH Y [IEBYILIEK, THHEKO-
MAaCTHH Y IOHOLIIeH;

* akpomeranusi (yBeldueHHe HOCA, TIOA-
60pozka, yrosiieHuve ryo);

* CHIDKEHHE WHTEe//IEKTa U WU3MeHeHHe
NICUXWKU B BUJIE UEPEe/[OBAHMS JypalllIMBO-
CTH U TIOHWKEHHOTO HACTPOEHWsI, TPYLHO-
CTel yCBOEHHsI HOBOTO Marepuasna, rpobiem
C YCIIeBaeMOCTHIO B IIKOJIE.

Crparerun neueHuss BB ocHoBaHbl Ha
MPUMEHeHHU KOMIUTeKCOHOB ([I-neHurmsiia-
MHMHA W TPUEHTHHA), TpPEraparoB L[HUHKa,
TeTpaTHOMOIHOATa U TPaHCIVIAHTALUK TIe-
yeHH. BapuaHTamu JsieueHust, KOTOpbIE HYX-
HO UMETh B BH/Y, HO KOTODBIE CIELHUaIbHO
HEe DPeKOMEH/YIOTCsl SIBJISIOTCS Ha3HaueHhe
AHTUOKCH/IAHTOB W Auertorepanusi. A6co-
JIFOTHO 3aripelieHbl: rpubbl, Opexu, TeueHb,
pakoobpa3Hble, MOTIOCKH, 600bI, (acosn,
naroka. CriejyeT OrpaHUUKTD: ILIOKO/Ia/l, CO-
eBble MPOAYKTHI, PUC, PEIYAThIH YK, JKape-
HOE MsICO.
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ﬂuaruocruqecxan 3Ha4YNMOCTb TECTOB

Tabn. 3

TecT)

Tect N3meHennsa npu 6B MPUYMHbI T0XKHOMONOXXWUTENBHBIX Pe3yNbTaToB MpUYMHbI NOXKHOOTPULIATENIbHBIX PE3y/IbTaToB
Konbua MpucyTcTayOT XonecTas, accoLMMPOBaHHbIN C Neperpy3Koit NevyeHn Mefbio: PaHHue cTaguu BB po pa3suTus
Kaizepa- *BHYTpPUNEYeHOYHbI XonecTas y feten HEeBPOJIOrMYECKON CUMMTOMaTUKMN
Ddnenwepa *yacTnyHas bunvapHas aTpesus
*NepBUYHbIN BUANAPHBIA LMPPO3
*CKNepo3NPYIOLLNA XONaHrNT
KoHueHTpaumns >250 MKr Ha 1 r BHyTpUneyYeHoYHbI X0necTas: NevenHas BB
MeAn B TKaHu CyXoro B-Ba *BHYTPUMNEYEHOYHBII X0NecTas y AeTeit HepocTaTo4yHoe Kon-Bo o6pasLia TKaHW nevyeHun
neyveHn *yacTnyHas bunuapHas aTpesus
*MEepBUYHBIA BUNapHBI LMPPO3
*CKNepo3npyoWNiA XoNaHruT
VIHAMACKWIA A TCKMIA LMPPO3
M amonaTnyecknn TOKCMKO3 Mellblo
CyTo4Has >100 mMKr Xp. xonectas (MBL}); LMPPO3 NeYeHN; aKTUBHBI renaTuT; JNleveHHas BB
IKCKpeLus HepPOTUHECKUI CUHAPOM; KOHKYPEHTHas Tepanus PaHHue cTapum BB
Meaun ¢ MoYoi XenaTupyoLLNMI areHTamm
Llepynonnasmu <20 mr/an COCTOSIHNS, CBA3aHHbIE C HU3KUM COAepP XaHNeM CbiIBOPOTOYHOMO OcTpblit renaTut
H CbIBOPOTKM : Onyxonu
(CKPUHWHT- *CHUXKEHWE CUHTE3a KaK CNeAcTBue TxXenblx 3abonesaHum BepeMeHHOCTb

neyeHn
*He(hpOTNYECKNIA CUHAPOM
*npoTenHTepsaoLlas HedponaTus
*Manbabcopbums
LeTtn fo 2-x net
BpoxaeHHas rvno- u aLepynoniasmMmHeMus
[eTepo3uroTsl no 6B

Tepanus 3CTporeHamMu

[loka3aHHBIMH B MeJHMKaMEeHTO3HOU
Tepartiy SIBJISTFOTCS CJleyIomue (haKThbl:

e JleueHre [O/DKHO OBITH HayaTo cpasy
nocsie BepudUKaliy JuarHosa

e HeoOxoguM TIaTe/bHBIA aboparop-
HBIN KOHTPOJIb 33 3Q)eKTUBHOCTHIO U Tepe-
HOCHMOCTbBIO Tepanuu

ePerpecc cumnToMoB Gone3HH pa3BHBa-
eTcsi MeJijieHHO (K 6-12 mec. yieueHust)

Co BTOpO# M0/10BUHBEI XX CTOMETHS U IO
CerOJIHSLIHUMN /IeHb «30/I0THIM» CTaHJapTOM
neyenusi bB ocraercs [I-meHULWIIIaMUH.
MexaHU3M €ro JIeMCTBUSI OCHOBaH Ha 00-
pa30BaHUU XeJIaTHBIX COeUHEHUN C Me/blo,
KOTODBIE JIETKO SKCKPEeTHPYIOTCSI TIOUKaMH;
repeBo/, BHYTPUK/IETOUHOW MeJl B HETOK-
CUuHOe cocTosiHWe. HavanbHas [03UpOBKa
cocras/seT 1,5-2 r/cyT (f0 CHKeHUS ypOB-
Hs cBOOOAHOM Menu MeHee 1,6 MKMOJB/J),
nogzepxuatoiasi- 750-1000Mr/cyT rnoxxus-
HEHHO; palMOHa/bHasl «lajsmas» ot 250
Mmr/cyT. OfHaKo pa3BUTHeE He)Ke/aTelbHbIX
SIBJIEHUHA TIpY TpUMeHeHuM [I-TieHWLW/IIa-
MHHa TpebyeT MOCTOSHHOTO KJIMHUKO-71abo-
paTOpPHOT0 KOHTPOJIA 3@ JIeUeHHeM. YXyZlie-
HUe HEeBPOJIOTHUYeCKOH CHMIITOMaTHKH Ha-
6mopaercst B 10 - 50% ciyuaeB B Hauasb-
HOI1 (hase eueHusl.

Cepbe3sHble 106ouHble AeiicTBUs, TpeOy-
olle OTMEHEI JleueHuns1 Habmogarorces y 20
- 30% nauuentoB. K HUM OTHOCATCS paH-
HHe peakKlMi B BUJE JIMXOPaAKH U KOXXHBIX
TopakeHuH, MMQoaieHoNaTiy, HelTpore-
HUM ¥ TPOMOOLIUTOTIEHUH, TTPOTEMHYPUH BO
BpeMsi MepBOM - TpeTbell Henenu. [lo3aHue
peakuy BK/IIOYAIOT He(POTOKCUYHOCTD,
0OBIUHO TIPOSIB/ISIFOIIYIOCST  TIPOTEMHYpPHen
WIW TOSBN€HHWEeM [APYTUX KJIeTOUHbIX 3Ile-
MeHTOB B Moue. TspKesible TIPOSIB/IEHHS] TOK-
CHYeCKUX TOPaKeHWH KOCTHOTO Mo3ra
BK/IIOUAIOT TSDKEMYI0 TPOMOOLIMTONEHHIO U
TOTaJIbHYIO arliasuio.

TpueHTHH sBsIeTCS 3GPeKTUBHBIM MeTO-
oM siedeHus1 BB B Tex ciydasix, Korja mna-

[[MeHT He TepeHOCUT MEeHULWIIaMUH WA
UMEIOTCl  KIMHUYeCKWe OCHOBaHUS IS
TOro, 4ToObI NpeABU/IeTh HETIePEHOCUMOCTh
(pazmuuHble TOYeuHble 3abosieBaHMs, 3a-
CTOWHasl CIVIEHOMErasivisi, BBI3bIBAIOLIAs TS-
JKeJyI0 TPOMOOLIUTOTIEHHWIO W ayTOMMMYH-
Hble peakiyu). OH MOXXeT ObITb peKOMeH/0-
BaH B KauyecTBe 3()(eKTUBHON MHULIMATbHON
Tepariu Ja)ke y TalueHToB, C JeKOMIIeHCH-
POBaHHBEIM 3abo0jieBaHHEM TieueHH. Peako
C0o00II[AeTCst O MaHIUTOTIEHHH.

LIMHK MMeeT OueHb Masio MOOOUHBIX -
(hekToB. XOTS LIMHK B OCHOBHOM TPUMEHS-
0T [/ TOJJep>KUBAIollell Tepanmuy, HO
VHOT/IA ero MPUMeHSIIOT B KaueCTBe Teparui
MepBOil JIMHUM y MAaJIOCUMIITTOMHBIX |
ACHMITOMHBIX mManyeHToB. CooblieHust o
pacIIMpeHHbIX HCC/Ief0BaHUSAX B3POC/BIX
JIEMOHCTPUDPYIOT €ro XOpomyi 3¢deKTrB-
HOCTb. [IeTH C acLUTOM U KoaryjomnaTuei
3G PeKTUBHO JIEUUTHUCH TOJBKO LIMHKOM; OT-
HOCHUTE/IbHO JIDYTMX BapUaHTOB HMeeTCs
MeHbILIe TTO3UTUBHBIX COOOILeHHIA.

MOHHTOPKHF JIedeHHsI BKIII04YaeT
ciaenyoiiue o0si3aTe/IbHbIE
HCCJIeJOBaHHUsA:

1. Meb CLIBOPOTKY U LiepY/IOT/Ia3MUH

2. Buoxumnyeckre poObI IedeHn

3. ®usuKaabHOe UCC/IeJ0BaHNe

4. Pa3BepHyThIM aHanu3 Kposu ¢ gudde-
PEeHLIMPOBAHHBIM I10/ICUETOM KJ/IeTOK

5. AHasmu3 MouM 1 NalyeHToB, 1oIy4a-
FOLUX KOMIUIEKCOHBI

6. IloBTOpHOE wucCC/eOBaHUE KOJIbLiA
Kaif3epa —®eiiiepa y nayeHTOB C COMHH-
Te/IbHbIM KOMILIalieHCOoM.

7. ExxeropiHoe ucciiefioBaHue 24-4acoBoi
9KCKpeLud Meju (y TalyeHTOB MOoJy4daro-
LUX JiedyeHUe yYallle, eC/Ii HeT YBEepeHHOCTH
B KOMIL/1alieHce)

8. Ilokr3HeHHOe JsleyeHue, 10 IpOBejie-
HUS TPAHCIUVIAHTAL[UU NTeyeHn

[IpeBeHTHBHOe Ha3HayeHue D-neHULUI-

JIaMMHa TIO3BOJISIET TOJIHOCTBIO MPEfOTBpa-
TUTb COMATHYECKHE W HEBPOJIOTHUYECKHEe
TIpOsIB/IeHUsT 3a00/1eBaHMSL.

Cny4ai U3 KIHHHYECKOH
MPAKTHKH

BonbHas A., 27 net B Hosibpe 2005 rozga
Ha (hoHe TOJHOTO 37|0pPOBbsl IOC/IE TICUXO-
5MOLIMOHA/ILHOTO CTpecca pa3sBUIOCH KpO-
BOTeueHHe U3 BapUKO3HO-PaCIIMPeHHbIX BeH
muieBofa. Ilocse KoHcepBaTHMBHOM oOcCTa-
HOBKM KPOBOTEUEeHHUsl TepeBefieHa Ha /j000-
C/lefjoBaHye U JjledeHUe B [acTPO3HTEpOJIO-
ruyeckoe oteneHre PKB um. H.A.Cemamu-
KO /i1 YCTaHOBJ/IeHUs] TeHe3a I0pTanbHOI
TUIepTeH3HH.

ITpu obcref0BaHUY B CTal[OHApe BbISB-
JIeHbl TIpU3HAKU TUIepCIl/ieHu3Ma B BHJe
TIAHIWTOTIEHNH, yMepeHHasl THIepOuInpy-
ouHemust 70 28,2MKMOJb/, TIOKa3aTesu
TpaHCaMHMHAa3 KPOBH, LieyouyHol ¢ocdara-
3bl, Y-IJIyTaMW/ITDaHCIIeNujassl, Meiud B
npeenax Hopmbl. YposeHs ITTU -80%. I1pu
Hccae0BaHUY KpoBU MeTozioM MDA mapke-
Pbl BUPYCHBIX M ayTOMMMYHHOIO T'ellaTUTOB
He 0OHapyKeHbl. Bupycosornueckoe uccie-
JosaHue kpoBu Metofom IIIP Ha BUpyChI
renatutoB B,C Takke orpuijatesnsHoe. Ilpu
®I'C: B HWKHel TpeTy MHILEBOJA OTMeya-
IOTC W3BUThIe TOJC/AM3UCTBIe, MeCTaMH
y3/10BaThble, BeHbl CHHIOIIHOrO IiBeTa. Ilo
JanHeiM Y3U OBII: neveHb He yBenuueHa,
KOHTYDBI BOJIHHCTBIe, TIapeHXuUMa Audoys3-
HO-HEeOJHOPOJHOM  CTPYKTYpbI, CpeJHei
sxoreHHocTH. ITo nepudepun cocyos neue-
HU OIpeJIe/ISIOTCS 30HBI TIOBBIIIEHHON 3X0-
reHHOCTH ((prOpo3Hble M3MeHeHus1). ITop-
TaspHas BeHa 14-15mm. Cene3seHka yBenu-
ueHa, AmuHON 200mMM. Cene3eHouHasi BeHa
pacumpeHa, 13mMM. CBOOOJHOI >KHUAKOCTH B
OPIOLIHO TTI0JIOCTU HET.

KoHcynbranus okynucra (OCMOTp Iijesie-
BOI1 1lamrioit): koser| Kaiizepa-®eiiiepa He
obHapy>xeHO
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KpUMCbKWN TepaneBTUYHUN XYpPHa

Jlrarso3 KIMHNYe CKUH:

OcHoBHOH: [IMppo3 IevyeHy, KpUITOreH-
HOTO reHe3a, kjacc B no Yaiing-IIsto, Beipa-
JKeHHasl TIOpTasIbHasi TUTIepTeH3us, TUTepCII-
JIEHU3M, BapUKO3HOe pacClIMpeHue BeH IH-
11ieBoja.

OcnokHenwst: KpoBoTeueHre U3 BapUKO3-
HO-paclIMpeHHbIX BeH nuieBoza 10.11.05

Ipu BbINMCKe HalpaB/ieHa Ha UCC/Ie/0Ba-
HUe Iiepy/ora3mMiHa KpOBM B Jiabopato-
puto ap. Pegrepa

AHXPOBM Ha Lepy/lIOIUIa3MMH KpDOBU:
12,5 (muamna3oH HOpMBbI 22 — 58Mr/1 )

KoHcyneTHpoBaHa MOBTOPHO, BepuGULH-
POBaH JHarHo3:

Bonesnb BumbcoHa Ha CTaguu Lppo3a
TeyeHH C BBIDOKEHHOW TOPTa/bHOMN Turep-
TeH3Wel, OCTOKHUBLLIEHCS KpOBOTeUeHHeM
13 BAPHKO3HO-PACIIMPEHHBIX BeH MMUIIEBOJA

10.11.2005r.

HasHaueH Kynpenun 250Mr B CyTKH C 110-
CTeleHHbIM IOBbILLIEHHEeM /103bl /10 Tepares-
THUYECKOW M0J KOHTposieM 001iero aHanm3a
1 TpoMOOLMTOB KpOBH. OCBHZETE/IHCTBOBA-
Ha Ha Il rpynny vHBa/lIUAHOCTH.

[TarmeHTKa NpYHUMara npenapar Hepery-
JISIPHO, TOCJe 2-X MeC. OT Hauaja Teparuu
€aMOCTOSITe/IbHO NPeKpaTu/ia ero npuem.

B mae 2006r. pa3Busicsi TpeMop pyK, B aB-
rycTe- MOBTOPHOE KPOBOBeUeHHWe U3 BapH-
KO3HO paclIMpeHHBbIX BeH MHUILeBoja.

[Tocne ocTaHOBKM KPOBOTEUeHUs MepeBe-
JleHa B racTpo3HTeposioruyeckoe oti. KPY
«KbB nm.Cemauiko».

Ipu obcnenosanuu: He-90 r/m, 3p.-3,04 x
1012/n, ne#ik.-2,2 x 109/m, Tpom.-110 x 109/
1. ®I'C, Y3U OBII — 6e3 marosoruyeckoi
JUHAMUKU.

XBopoba BinbcoHa. 3Ha4YeHHS paHHbOI AiarHOCTUKMN.

T.A. Llansak

KoHcyneTpoBaHa HeBpomaTosiorom, [13:
TentatoniepebpanbHas guctpodust (6ose3Hs
Bunbcona- KoHoBasoBa), rumepKuHeTHue-
CKHUH CHHJPOM.

B0306HOB/IEH TIpHeM KyIpeHW/1a B f03e
750 mr/cyT. B manbHeiiiem go3a Gbiia yBe-
mmueHa o 1500 mr/cyT, mpoBefieHO 3H[O-
CKOTIMYeCKOe JieueHre BapHUKO3HOTO PAaCIlu-
peHusi BeH MUIIeBOAA A NMPO(UIAaKTUKU
peLi/iBa KPOBOTEUEHMsI.

Hosibps 2008r.-cocTosiHie cTabuIbHOe,
TPEMOD PYK 3HAUMTENBHO YMEHBIIW/ICS, TO-
KasaTelu «e4eHOUYHbIX» Mpod B rpeesax

pedepeHTHBIX 3HayeHWH, YMEHbBLIMINCh
TIpOSIB/IEHUsT THIepcIvieHn3Ma. IlanpeHTKa
CTabHILHO MpUHYMaeT KyTpeHWI
1500Mr/cyT.

VY crarTi npejcTaBneHui CydacHuH OIS Ha Npo0seMy CNaJKOBOrO IOpYLIeHHs: 0OMiHy MiAi 3 #0ro TOKCHUYHHUM
BIUIMBOM Ta Ypa’KeHHSIM BHYTPIIHIX OpraHiB, rooBHoro Mo3Ky. OmucaHi KiHiYHi NposiBY i anropuT™ INpoBeieHHs
JIiarHOCTUYHUX TeCTIB, cTpaTerii JiKyBaHHS i 1Oro MOHITOPHHL.

Wilson's disease. The importance of early diagnostics.

T.A. Tsapyak

The modern view at a problem of hereditary infringement of an exchange of copper with its toxic defeat of internal or-
gans and brain is presented in the article. Clinical displays and algorithm of carrying out of trouble-shooting tests,
strategy of treatment and its monitoring are described
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