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(Kadenpa rocnurasnbhosi Tepanui UMTMHU —

. 3aB.kad.npod. T.[1. Cusbix)

Pesiwome. [lpedcrasaen cayuai 6oresnu Buavcona-Ko-
nosarosa y nayuenta 3., 21 200. 3aboiesanue 6Gbiao Ouae-
HOCTUPOBAHO NOYTU 4epe3 2 200a nocae nepsvix NPos8AeHUU
(Tpomboyuronenus), Koeda passurOCh COHETAHUE NOPAKHEHUA
YEHTPANbLHOU HepBHOU cucTemvl u newenu. B pesyavrare
aeuenusn [I-nenuyusramunon Haba00aroct 0080AbHO ObLCT-
poe Ceaamusanue Hes8poAOeUHecKOl CUMNTOMATUKU. B csasu
c ahpexrom naroeereTudeckod Tepanuu BaXCHA PAHHAA
duaerocTuka 3ab60ae8aHuUA.

Bosesrb Buabcona-KonoBasnoBa (remaroiie-
pebpajbHast AUCTPOMUSI, HJIH TeMaTOJEeHTHKYJISIP-
Hasl JereHepauusi) — TsiXKeJ0e HacJ/elCTBeHHOoe
nporpeccupympulee 3aboseBaHHe, XapaKTepU3yeT-
CH COYeTaHHBIM MOpPaXKE€HHWEM BHYTPEHHUX OPraHoB
¥ MO3ra (B NEpPBYIO Oouepeib IeUeHH H IOJAKOPKO-
BbIX Y3J0B) H [Mepefalolleecsi N0 ayTOCOMHO-
peLleCCHBHOMY THIY.

Bosesup uacto BcTpeuaercsi cpead eBpees
BOCTOYHOEBPOMNEHCKOr0 MPOUCXOKIEHHUSI, a TaKXKe
Ha tore Hranuu, B Hnomun, HMugun, ocobe”Ho
B Tex o6JacTAx, TAe PpacnpocTpaHeHbl Opaku
MeX1y PpOACTBeHHHKaMu. Yacrora 3aboseBaHus
koJsiebserca ot 0,32 no 0,65 na 100 000 nacese-
Hust [1]. :

B ocHoBe 3a60/e€BaHUS JIEXKUT TeHETHUECKUH
AedeKT 1epyJonaa3MHHa, KOTOPbIH OTHOCHTCH
K a2 — rjo6yanHam. C nuiiedl 3a CyTKH NMOCTY-
naer 2—95 mr Mead. OHa BcacbiBaeTcsl B KHIIeY-
HHKEe, MOCTynaeT B IeYeHb, TAe CBSI3bIBaeTcs ¢
LepyJONIa3sMUHOM, LHPKYJIHUPYeT B KPOBH, U3OU-
paTesbHO 3aXBaThIBAaeTcsl OpraHaMH, KOTOpble B
Hell HyXJaloTCsl, M 3KCKPETHPYeTCs C JKeaublo.
HesnauurtenbHasi yactb Menu HaxOQUTCS B KPOBH
B HOHH3HPOBAHHOH WJIU CBSI3aHHOU ¢ anbOyMUHOM
tdopMe H Bbigeasiercs ¢ MouoH. [Ipu 6Gonesnn
Buabcona-KonosanoBa B 95% cayuaeB obuapy-
’)KMBAETCsl YMEHbLIEHHE CHHTe3a LepYJoIasMHHa
¥ 9KCKPELHH MEAH C XKeJ4blo, IPH 3TOM YBeaH-
UyMBaeTcsl COAepKaHue B KPOBH U TKaHAX CBOGOJ-
HOM Me[H, a Takxe BbleneHue ee ¢ Mouod. CHHU-
JKeHHe HJIM OTCYTCTBHE AKTHBHOCTH LEpYJONJaas-
MHHA HapyllaeT MOCTYIJIeHHe N0CTATOYHBIX KOJIH-
4ecTB MeXH K (epMeHTaM TKaHEeBOrO JbIXaHHs,
KpOBETBOPHLIM opraHam. CBo6onHas Medb, Ha-
KamnJiupawulasacs B TKaHsx, OJokupyer SH-
rpynmbl MHOTHX ¢epmeHTOB. CiecTBHEM HeLOC-
TAaTOYHOTO HCIOJb30BAHUS MeIH SBJSETCH [AelNo-
HUDOBaHHe ee B IeueHH, MO3re, NOYKax, poroBHie
[2, 3].

OcHOBHble KJIHHHYECKHE NPU3HAKH — Mopa-
JKeHHEe MEYeHH M LEHTPaJbHOH HEPBHOH CHCTEMbI.
XapakTepHbl XPOHHUECKHH AKTHBHBIH TeNATHT,
BbICOKAas AaKTUBHOCTb aMHHOTpaHcgepas, rumep-
rammarao6ynuHemus. [lpu nporpeccupoBaHuu
npolecca B NeYeHH Pa3BHBAETCsl LUPPO3 NeyeHU
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C MOPTaJbHOH TUMepPTeH3HEH U NMeUEeHOUHO-KJIEeTOu-
HOH HEeLOCTATOUHOCTLIO.

[TopaxxeHue HepBHOH CHCTEMBbI CBSI32HO C OT-
JIQXKEHHEM MeIH B YEeUeBHJHBIX SIAPAX, MOJAKOPKE
1 KOpe M [IPOSIBJSETCS TPEMOPOM (OT €1Ba 3aMeT-
HOTO APOXKAHHS 0 TPEMOPA BCETO Teja), PUTHI-
HOCTBIO MYCKYJ1aTYphl, 3aTPYAHEHHOH MOHOTOHHOM
peublo, CHUXKE€HHUEM HHTEJJIEKTa, 3aMeJIEHHOCThIO
u 6GelHOCTbIO ABHXKeHHH. [lopaxeHne mouek xa-
pakTepuayercsl KaHaJbLEBBIMH HapYIIEHHSIMH,
aMHHOAUMIypHeH, IIoKo3ypuell, gocdarypuein [2, 3].

Ha nosaHux crazusax 60/e3HH Melb OTKJabl-
BaeTcsl MO Kpal pPOrOBHIILI B BUIe KoJjblla Kaii-
3epa-Paetiepa.

Bbonesnb Buiabcona-KonoBasoBa moxer mpo-
TeKaTb, 0COOEHHO B DAHHUX CTaAUAX, MOJI MacKa-
MH ApPYrHX 3a00JieBaHHH, HANpUMep, CUCTEMHOH
cKaepoaepMuH, Oose3Hun Bepabroda, nosaucepo-
3WTa U Ja)e TybepkyJesa [4].

[To mHenuto J.M. Walshe, «HeT HH omnoro
60JbHOro ¢ 0oJie3Hbl0 BuabcoHa, MOX0XKero OauH
Ha apyroro» [5].

JleueHue 6ose3nu Busibcona-KonoBasoa coc-
TOUT B HAa3HAUEHUH JAUEThl C HCKJOUeHHeM Gora-
TbIX MeJbl0 MPOAYKTOB (IeuyeHb, IOKOJaj, CyXO-
PpYyKThl, rpubbl) H MOXKHU3HEHHOM NEPOPATIbHOM
BBeleHUH [l-neHHIHANaMUHa (KyNpeHus), YBeau-
YUBAaIOUIEro BbiBeleHHe Mead ¢ Movoi. Hauanb-
Hble 103bl Jl-neHHUHANaMHHA y B3POCIBIX COC-
raB/asiior 2560 Mr 2—3 pasa B JAeHb Nepel eIoH,
jajiee CyTOYHYIO [03y IOCTENEHHO MOBbIIAT
g0 1,0—1,5 r npu OTCYTCTBUH SABJEHHUH Hemepe-

HOCHMOCTH. '

Boabwoit 3., 21 rox, noctymua B 06lacTHYIO KAHHUYEC-
Kylo GonbHuuy 7.10.94 r. ¢ AMArHo3oM TrUNEpKHHE3 KOHeu-
HOCTeH HEeSCHOH 3THOMOrHH, ¢ KanoGaMH Ha HACHIbCTBEHHbIE
CYJOpOXKHble NoJepruBaHHsi PYK, pexe — Hor, GoJblie
MpaBblX KOHEYHOCTeH, MHOrga — TMOAEPIrHBaHUA TOJOBbI
(ycunuBawoTcs NpH BOJHEHHH, BBIMOJHEHHU TNPOH3BOJbBHbBIX
JBHKEHUH, BO CHe He OeCIOKOAT), HEKOTOPYIO AH3apTPHIO.

BoabHbIM ce6st cuHTaeT B TeueHue | roia, Koraa NOSIBH-
JINCb THNEPKHHe3bl KoHeuHocTeil. B suBape 1993 r. npwu
0oGCcelOBAHUN Tepe]l YpOoJOrHueckol omnepalueil Gblia ofHa-
pyxKeHa TpOMOOUMTOINEHUS, PEKOMEHLOBAHO . OOC/eL0BaHHe
y remarosoroB. B ampese 1993 r. B remarosoriaueckom
OT[ieJeHHH TNPH YJIbTPA3BYKOBOM HCCJAEIOBAaHUY OblLJIM BbIsIB-
Jiedbl MPU3HaKK MOPTaAbHON THIEPTeH3HH (BOpOTHasl BeHa 1,5
CM, OTMeuaercsl 3HAuWTe/NIbHOE pacUIHPeHHe ee BeTBel).
CeneseHouHas BeHa 1,3 cm. Cenesenka 18x8 cm. [umep6umu-
pyGunemus o 38,9 mmoae/a, npsamoéi — 10,7 Mmoab/n. Belt
MOCTaBJEH JHAarHO3 — XPOHHUYECKHH aKTHUBHbIH TemaTuTr ¢
NepexoioM B LHPPO3, CIUVIEHOMEraJsusl, CHHAPOM TCHUIepcHie-
HH3Ma. HasHaueHbl remaTonpoTeKkTopbl.

B okrsa6pe 1993 r. mosiBuINCh HACHJABCTBEHHBIE JBHXKe-
HHUSl B KOHEUHOCTSIX C 4acToTOod | pa3 B Hejemo, ¢ Mas 1994
r. CTaJH MOCTOSHHbIMH. [/ yTOYHEHWs AHarHO3a G6OJbHOH
6Ll HanpaB/et B O6NACTHYIO KIWHHUECKYIO GOJBHULY.

[1pu u3yyeHHH ceMeHHOro aHaMHe3a OBbLIO BBIIBJIEHO, UTO
MaTth M orel OOJbHOTO — YPOXKEHLbl pa3HbIX PEruoHOB
ctpanbl (oren u3 PocroBa, math — u3 KpacHosipcka). Marb
nepeHecaa «KeaTyxy».



[Ipy ocmoTpe B 06JacTHOH KJAHHHUECKOH OGoJbHHUIE
cocrosiiue cpenued tskecTH. Poct 2,07 M. KoxHble MOKpoBbI
o0nIuHO# OKpackd. Ha koxe mepeiHelt OBEPXHOCTH IPyAHOH
KJIETKH HMEIOTCH €JHHHYHBbIE COCYJHCThlE 3Be3[0UKH. SI3bIK
HEe3HAYHTEJbHO 06J0KeH 6e/blM HajJeToM, 6oJblle y KOpHS.

BuisiBasiercss  mOJMMODPOHBIA TrHNepKMHE3 MBIl BEepXHHX
KOHEYHOCTeHl B MOKOe, YCHJIHBAaeTcss [MpPH BOJHEHUH, B0
BpeMsi BbIMOJHEHHsS] NPOH3BOJbHBIX [BHXKEHHH, HHOTZA —

runepKuHes rojosbl. Peub 3aTpyaHeHa («TonukooGpasHasi»).
BoabHoll 3ilpopuuen. MHTeanektT HeckosnbKo noHHxkeH. Han
JIETKAMH SICHBIH JIerOYHBIH 3BYK, /[biXaHW€ BE3HKYJsIpHOE.
Toubl cepaua pHTMHuBble, sicHble. [lyabc 72 ya. B MHHYTY.
Al 120/70 mM pt.cT. )KuBoT MArkui, 6e360/e3HEHHbIH TpH
nagnbnauud. [laabmupyioTcs Kpa#l MeyeHH MJIOTHOBATOH KOH-
CHCTEHUHH M ceje3eHKa. Pasmepbl rnocaefHell MeTOAOM
nepkyccud 15x7 cm. Ananu3 kposu: HB 165 r/a, SPHTPOLLH-
o — 4,55-10'2/1, Ls nok. 1,1, TpomGountsl — 182-10°/,
nefikountsl — 4,2-10%/n, 5 — 4/, n/s — 2%, ¢/ — 57%,
moH.— 3%, nump.— 34%, COD — 2 mm/yac. Ananu3 MOuHM:
ya.sec 1017, Geaok 0,097 r/n, 3NHT. KIETKH — eQMHHYHbIE
B MoJie 3peHusl, JeHKOUUTbl 3—2 B Mojie 3peHHsl, 3PUTPOLUTHI
2—1, CO/IM OKCaNaToB B 3HAUUTENbHOM KOJHYECTBE.

Buanpy6un obuiuit 27,8 MmMoab/a (32 CY4eT HENnpsMoro).
AJIT — 15 mmoaw/a, ACT — 21 mmonb/a, I'TT — 23 ME,
JIA-P — 232 ME. TumosoBast mpo6a 3,8 en., peakuHsi Ha
C-peakrt. 6e70K orpuuarenbia. AHaaus xposu Ha HBS antu-
ren — orpuuareied. O6mui Genok 78 r/n, anbOyMHHB —
57%,, raobyaunbi: @) 9%, as 5%, B 2%, v 26%. Kpeatnnun—
0,14 mmoab/n, moueBuHa — 4,4 MMOJb/J.

PeHTreHOCKOMMYECKH MaTONOTMH  OpPraHoB  TPYAHOH
KJIETKH He BbISIBIEHO.

YibTpa3sByKoBOE HCC/I€JOBAaHHEe BHYTPEHHHX OpTLaHOB.
Meuens aud@ysHo-ueopHopoana. Bopornas BeHa 1,6 cm,

ussuras. Cenesenka 7,0x15,5 cm. Tnomanb 94 em® YKenwnbiil
Ny3bIpb ¢ HeGOJNBLIHM KOJIHUecTBOM ocaika. [lomkenyaounas
JKejle3a: KOHTYPbl POBHBIE, CTPYKTypa OfHOpoAHas. YameuHo-
JIOXaHOUHBIH KOMIL1EKC JIEBOH TNOYKH 3KCTa3HpPOBaH.

CraTHCTHYeCKasi Y —— CUMHTArpadusi nevyeHH ¢ Am:
BhIpa)KeHHoe A y3Hoe noparKeHHe NedYeHH, ClJIeHOMerasus
(3axBaT paauodapmnpenapata ceseseHkoii 1o 80%), npus-
HAKH MOPTAJbHOH THIIEPTEH3HH.

Ha snekTposnuedansorpaMmme o6HapyxeHo nUdGy3HOE
HApYIEHHe HEHPONUHAMHKH, yMEeDeHHO BbipaxceHHoe. Acum-
METDHH, JOKAa/JbHOrO MOpaXKeHHs. NapOKCH3MalbHOH aKTHB-
HOETH HeT. .

Peosnuedanorpamma:
JIOCTATOYHO. AHLCHOLHCTOHHSA
BEHO3HO€ HapyLieHHe.

HeBponmaro/ioroM yCTAHOBJEHO: HHTENJIEKT HECKOJNbKO
OHHXKeH, GoabHOH sHpopuueH. Peub 3arpyasena. Hoco-
ry6Has cki1aZka chnpaBa crja)keHa. Peakiuuun 3pauykoB Ha
CBeT JKHBble, JBHXXEHHe [Ja3HbX #6/0K He OrpaHHuYeHsbl.
TonoxurenbHbii cuimarom Mapunecky. CyxoxxuibHble ped-
JIeKChl KMBbIE, OJMHAKOBbl ¢ 0GeHX CTOpOH. [IBycTOpOHHMH
cumntoM BabuHckoro. MbilteuHbIH TOHYC BEDPXHHX KOHEUHOC-
Tefl He M3MEHEH, HHXXHHX — I[OBbILIE€H NO 3KCTPaNHpaMHAHO-
My THNY. BeisiBAsJICS XOpeH(OPMHbLIA TPeMOp, TPEMOp MOKOs
¥ HanpsukeHHs. Ha oOCHOBaHHHM [@HHBIX HEBPOJIOTHYECKOTrO
crartyca, a TakXKe B CBSI3H C HaJHuyHeM Y 601bHOTO MOpPaXKeHHs
[eyeHn ¢ MNPU3HAKAMH INOPTAJbHOH THIEPTEH3HH OblIO BblC-
Ka3aHo MHEHWe O Haauuuu y GosabHoro Gone3snn Buabcona-
Kouosaioba.

[Ipx ocmotpe poroBoi#t 060J0UKH OGHAPYKEHO KOJbLE-
o6pasHoe PacHBLIeHHe JKEJITOBATO-3eJeHOBATOro0 MArMeHTa no

KpPOBeHaNoJHeHHe CHMMETPHYHO,
(rMMOTOHHYECKMH BapHaHT),

aum0y — kKoabuo Kaitaepa-®ueiiepa. Llepynonnasmun
kpoBu — 4,2 mMr% no Pesuny (sopma 255—285 mMr%)
YpoBeHb MeJM B CbIBOPOTKE KPOBH 5,2 MKMOJb/a (HOpMa
11—12 MKMOab/7).

KiavHuueckuit nuarios: 6Gogesnb Buabcona-Konosasosa,
pUrHAHOApOXaTeabHas dopma. LIuppo3 meuenu ¢ siBJeHUSIMH
NOPTaJbHOH THIIEPTEH3HH, CIJIEHOMerajus, CyOKOMLeHCaLHsl.

3ak/Ii0ueHHe OKYyJHCTa, CHHXKEeHHe LepyJolIa3MHHa |
YPOBHSl MeIH CLIBODOTKH KPOBH [O3BOJHJM .MOATBEPAHTH
3TOT AHArHo3.

BonbHOoMy G6bII0 HasHAauYeHO CHELH(pHYECKOe JeueHHe
J-neHuunasnamMmutHoM, remocopbuus. Kpome toro, npoeoauiach
natoreHeTHYecKasi K CHMIITOMATHYECKAsl Tepalusi: remnartornpo-
TeKTOPbl, HOOTPOMHbIE Npenaparsl, NPOTHBONAPKHHCOHHUECKHUE,
XOJIMHOJMTHUECKHE H CpPeIACTBAa, BJHSIOUIME HA TKaHEBOH
ob6meH. [lociie mpoBeeHHs B KJHHHKE JeUeHHs] OTMEUYeHO
yJIyullleHHe: YMEHbLIMJICS TMIePKHHe3 KOHEYHOCTeH, YMEeHbHIH-
Jlach HHTEHCHBHOCTb JPOXKaHUA, YJYYMIHJOCh ofliee COCTO-
siHde, cBOOOJIHee cTa/ja peub, OAHAKO 0e3 CYIIeCTBEHHBIX
H3MEHEeHHH MOPTa/JbHOH THIIEPTEH3HKH.

Takum obpasom, 3aboseBaHue ObLIO JAUATHOCTHPOBAHO
MOYTH yepe3 2 roja nocje MOSBJAEHUS KJIHHHYECKHX TPH3-
HAKOB, "KOrja pa3BHJach BbIpaXXeHHAasi HEeBPOJIOrHYecKasi
CHMINTOMATHKA. YUHUTbIBAsi OTCYTCTBHE CIELU(PHUUECKHX TMPHU3-
HAKOB MOpAaXKeHHS MeYeHH W T'OJOBHOIO MO3ra fnpH GONe3HH
Busnbcona-Konosasosa [1], a Takxke To, 4TO 60OJIE3Hb MOXKET
NpOTeKaTh NOA KIHHHUYECKHMH MacKaMH APYFHX 3abosieBaHHH
[4], Heo6xoauMO HCCe10BAaTH YDOBEHb LEDVY/ON/IA3MHMHA, a
TAKKe CO/lepXKaHWe MeIH B CHIBOPOTKE KPOBH H CYTOYHOH
Moue, OBO/IHTb _OCMUTD O C Ao
KoJblla Kau3epa-DJeHinepa y Ka)kKiOro OOJBbHOTO € Mopa-

(S ceye! CHUHO E) It " UL C Y/

e e st ——— e i)
BO3BaCTa a TdKXe C COYeTaHHEM HOEa)KeHHﬂ IIeYeHH H
HeHTapJbHOH HeEBHOH CHCTEMbI, MMOCKOJIbKY CYIIeCTBEHHOE

3HaUeHde JJs ycleXa Tepanud W NpefoTBpPalleHUs TSKEeJOro
MOPAXKEHHS] HEDBHOM CHCTeMBl M [eYeHH, CBOHCTBEHHBIX
pa3BepHyTOH cTaaun 6ojiesHd Buubcona-KonoBasoBa, nmeer
paHHsA JMarHOCTHKA 3a60/1eBaHHs.
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SUMMARY

The case of Wilson‘s (Konovalov‘s) disease is presented
with the patient Z., age 21.

The disease was diagnosed two years later after the
first symptoms had been manifested when the combination
of central lesion and liver disease had developed.

The smoothing of the neurological symptomatology was
observed as the result of D-penicillamini treatment. The
early diagnosis of the disease is important because of the
positive eifect of pathogenetic treatment.
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FTJAABHOE HATMPABJIEHUE — YUYEBHO-METOAMWUYECKAS i’ABOTA

Jlemewesckan E.I1., lopaes [0.A.

Pesiome. B crarve, nocssuiennoi 75-aethemy robuieio
uHCTUTYTa, 0600WeH OonbiT yuebHo-meroduueckol paborol
BY¥3a. IIpedcrasaenst ceedenus o6 opearusayuu ayouToprol
U 8HeaydUTOpHOU CAMOCTORTEAbHOU paboTsl cTydentos. Pac-
KpbiToL OCHOBHbLE hopmbL Yuebro-uccaedosarersckol paborot,
npakTuka urOuUBUOYaabHO2O Obyuenuss 8 cybopduxaType,
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UCNOAL30BAHUE CUTYQAWUOHARBIX NPOGHECCUOHANbHbIX 3a0a4 U
Jeaosbix uep 8 NpaKkTUKe NOO20TOBKU 8pA4a U NPOBU3OPA.
[Ipedcrasaensr yuebroie nocobus, uzdanusie 8 BY3e,u awodu,
BHeECWUe AUYKLLL BKAGO 8 OP2AHU3AUUIO U COBEPUIeHCTBOBA-
Hue yuebro-meroduseckol paboto 8 Hpkyrckom meduyum-
CKOM UHCTUTYTe.



