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[1Ba cnyyana bone3uu BunocoHa — KoHoBanoBa

bonesns Bunvcona — Konosanosa (eenamonrenmuiynispHas deeenepaylis) — MOHO2EHHOE 3a001€8AHUE C AYMOCOMHO-PEUECCUBHBIM MU~
nom Hacaedoeanus. B ocHoge eco namoeenesa aexcum ceHemuuecky OemepMUHUPOBAHHOEe HapYuleHue Memadoauzma meou, 6 pe3yibma-
me ueeo npoucxooum u30bimo4Hoe OMAoICeHUe MeOU 8 OP2AHAX-MUUEHSX, 8 NEPBYI0 0uepedb 8 NeueHU U 0A3aNbHbIX 2AHeAUSX 20108HO20
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bomana s¢pekmuenas namoeenemu4eckas mepanus, HaNPAeAeHHAs HA YMeHbUIeHUe KOAUYeCmea NOCMynarwell ¢ nuwel Meou U ebl-
8edeHue UBNUIK08 MeOU npU NOMOUU Medb-IAUMUHUPYIOWUX npenapamos. [lpedcmaesneno onucanue 2 nayuenmos ¢ pueuoHo-apummo-
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Wilson— Konovalov disease (hepatolenticular degeneration) is a monogenic autosomal recessive genetic disorder. For its pathogenesis,
there is the underlying genetic disorder of copper metabolism in which copper accumulates in excessive amounts in target organs, primarily
in the liver and cerebral basal ganglia. The disease more commonly manifests at a young age and, when untreated, progresses rapidly to
death. At the same time, hepatolenticular degeneration is one of a few of hereditary diseases for which an effective pathogenetic therapy
with copper-eliminating medications has been developed to reduce the amount of dietary copper and to remove its excess from the body.
The paper describes two patients with the rigid-arrhythmic-hyperkinetic and trembling-rigid forms of Wilson—Konovalov disease.
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Bonesnp Bunbcona — KonosanoBa (rematoriepeopaibHast
IUCTpOdUsI, TenaTtoJeHTUKYIsipHasl dereHepauusi, 00Jie3Hb
Bectdans — Bunbcona — KoHoBanoBa) BbI3BaHa BPOXKACHHbBIM
HapylieHueM MeTaboM3Ma MeI, MPUBOMSIIIMM K TSKEIbIM
TIOpPakXeHUsIM BHYTPEHHUX OPTaHOB M TOJIOBHOTO MO3Ta, B TIep-
BYIO o4epe/b NeYeH! 1 0a3aIbHbIX TaHTIMeB. 3ab0eBaHNe Ya-
1e MaHU(ECTUPYET B MOJIOZIOM BO3pacTe U 0e3 JieueHUsI ObICT-
pO TIpOrpeccupyeT, 3aKaHUMBasiChb TMOeabl0 mauueHTa [1—4].
bonesHb Bunbcona — KoHoBasioBa — MOHOT€HHOE 3a00JieBaHe
C ayTOCOMHO-pEeLIECCUBHBIM TUIIOM HacienoBaHusi. [eH 3Toit
oosiesHu (ATP7B), pacriosoXeHHBbI Ha JUIMHHOM Tuiede 13-
XpOMOCOMBI, OBbIT KapTupoBaH B 1985 1., oH komupyeT P-Tum
AT®da3b1, KoTOpast TPAHCITOPTUPYET MEb B JKeJIYb U BKITIOYAET B
nepynoriasmMuH [5—7]. C nuieit mocTyrnaer ot 2 10 5 Mr Meau
B cyTkM. OHa BcacbhbIBaeTcsl B KMILEYHUKE U HaKaruiuBaeTcsl B
MeYeHU, TIe CBI3bIBACTCS C 00pa3yeMbIM TaM Xe LepyJoruia3-
MWHOM, TIOCJI€ YeTO B BUIE XeIaTHBIX COeNUHEHUN IUPKYIUPY-
€T B CBIBOPOTKE KPOBH M M30MpATEIbHO 3aXBaThIBACTCSI OpraHa-
mu. OcraBuIasicsi Mellb 9KCKpPETUPYeTCs C Xesublo. B HOpme
9KCKPELMs MEIM € Keaublo — 2 Mr/cyT |2, 8, 9].

B ocHoBe martoreHesa 3a0osieBaHUS JIEXKUT TeHETUYECKU
JIETepPMUHUPOBAHHOE HapyllleHue oOMeHa Mely, YTO TTPUBOIUT
K HapyuieHuio (yHKIMHA BHYTPUKJIETOYHOIO €€ TpaHCIopTa,
CHITKCHUIO 9KCKPEIUU JTM30COMATbHON (hpaKIIuK MEIU C KeJl-
YBbI0 U CHIDKEHUIO CKOPOCTH BKITIOUEHMSI MEIU B IIepyJIOTuIa3-
MMH. B pe3ynbrare HaOM0AaI0TCS M30BITOYHOE OTIIOKEHNE MU
B OpraHax-MUIIIeHSIX ¥ SHAOTeHHAss MHTOKCHUKALIMS Meabo [2, 7,
10]. 30BITOK MOHOB MeIU B TKAHSIX MPUBOAUT K aKTUBU3ALIUU
MEePEKUCHOTO OKUCJIEHUS JTUTTUIOB, OKUCIEHUIO OEJIKOB U JIUTH-
JIOB TTa3MaTUIECKOM M MUTOXOHAPUATBHOI MeMOpaH. M3MeHs -
€TCsl aKTUBHOCTD JIN30COMAJTbHBIX (DePMEHTOB, (DYHKIIMOHUPO-
Banue JIHK, cHkaeTcst conep:kaHne aHTUOKCUIAHTOB — TTyTa-
TtroHa 1 BuTamuHa E [3, 8, 11, 12]. Cy1iecTBeHHYO pOJIb B pa3Bu-
TUU HEBPOJOTUYECKUX OCIOXKHEHUI mpu 00jie3Hn BuibcoHa —
KoHoBajsioBa urpaetr Takxke MeXaHU3M <«IOXHOU HelpoTpaHC-
Muccun». B pesynbrate n1ekapOOKCWIMPOBAHMS B KUIIEUHUKE
HEKOTOPBIX aMUHOKHUCIIOT 00pa3yloTcst (PeHWISTUIaMIH, TUPa-
MMH M OKTOITAMWH — TaK Ha3bIBacMbIe JIOKHBIC HEHPOTpaHC-
MUTTEPBI. OHM MOTYT 3aMelllaTh UCTUHHBIC HEMPOMEIUATOPHI, B
MepByl0 ouyepenb HopaapeHanuH U godamuH. [Ipeanonaraior,
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YTO M3MEHEHME JOCTYITHOCTH TIPENIIeCTBEHHUKOB MeIuaTopoB
MPEISITCTBYeT HOPMAJIBHOM HEUPOTpAaHCMHUCCUU. Y TAalIMEHTOB
BO3pacTaeT ConepKaHue B IJIa3Me KPOBM apOMaTMUECKUX aMU-
HOKUCJIOT — TUPO3MHa, (heHuIaaHuHa U TpunTodaHa, 4To, Be-
POSITHO, OOYCJIOBJIEHO HApYLIEHUEM UX J1e3aMUHUPOBAHUS B ITe-
yeHn. OTHOBPEMEHHO CHKAETCSI COMepXKaHNe aMUHOKHUCIIOT C
pa3BETBIICHHON TETIbIO (BAJTMH, JISUIIMH W U30JICUITNH), CBSI3aH-
HOE, BEPOSATHO, C YBEJIMUEHHEM MX METabOJIM3Ma B CKEJETHBIX
MBIIIIIAX ¥ TOYKaX B pe3yJIbTaTe TMIePUHCYTMHEMHUH, XapaKTep-
HOI 11 OOJIbHBIX C XPOHUYECKMMM 3a00JIeBaHUSIMU TECUEHU.
DTU IBE TPYMIIbl aMUHOKHMCIOT KOHKYPUPYIOT 3a MPOXOXKIEHUE B
royioBHoit Mo3r [3, 8, 13, 14]. B panHux cragusx 3aboseBaHUs
MeJIb IETTOHUPYETCS B TEMaTOLUTaX, 3aTeM — B TOJIOBHOM MO3Te,
B OCHOBHOM B 0a3aJIbHBIX TAaHTJIASIX, 0COOCHHO MHOTO €€ B Yeue-
BUILIEOOPa3HBIX sIIpaX, a TaKXKe B IPUTPOIIMTAX, MTOYKAX, KOXeE,
ceple, KOCTHOM TKaHU. OTIOKEHUE MEIU B IECLIEMETOBOI MEM-
OpaHe IJ1a3a MpUBOAMUT K dopMmupoBaHuio Kojblia Kaiizepa —
Oneiimepa [2, 8, 15, 16]. HachimeHre Menpio Mme4eH I0JIToe
BpeMSI TIPOTeKaeT 6ECCUMITTOMHO, HO Y MHOTHX TTAallMEHTOB TIpa-
KTUYECKHU C POKICHUS MOXET OIPEIC/ISIThCS MMOBBIIICHHBIN YPO-
BeHb IEYEHOUHBIX aMuHOTpaHcdepa3d. [lopaxkeHue mnedyeHn
BIIEPBbBIE MPOSIBIIsIETCS B Bo3pacte 4—5 ner u crapiie (42% ciy-
qaeB). Bo 2-M 11 3-M fecaTuieTusIX XXu3Hu y 34% malyeHToB Ma-
HUGbECTUPYIOT HeBposiorndeckue, ay 10 % — ncuxudeckue CuM-
nrombl. PactipoctpanenHocTs 3a6oeBanust — 3 Ha 100 ThIC. Ha-
ceJICHUsI, B TIOMYJISILIMSIX, TIe YaCTO HAOII0AaI0TCs OJIM3KOPOICT-
BEHHbIE OpaKy, OHA HECKOJIBKO BhIlIe [2, 7, 17, 18]. B TumuuHbIX
cliydyasix — Haudajio 00J1e3HU npuxoaurcs Ha 11-25 jer.
Paznuyaior nisith hopMm renarouepedpasibHO 1ucTpoduu.
BpromHas dopma — TsKenoe TopaxkeHre TedeHu, IPUBOISIIee
K CMEpTH O0JIbHOTO 10 pa3BUTHSI HEBPOJIOTMUECKUX CUMITTOMOB.
ITponomKUTeIbHOCTh 3a00JIEBAaHUSI — OT HECKOJBKUX MECSIIEB
no 3—5 ner. JlanHast (popMa BCTpedaeTcs MPEeUMYIIeCTBEHHO Y
neteil. Pueudno-apummo-eunepKunemu4eckas, Uil pamuas, @op-
Ma OT/In4yaeTcsi ObICTPbIM TEUEHUEM U TaKKe HAaYMHAETCs B IET-
CKOM Bo3pacTe. B KiimHn4ecKoii KapThHe Mpeo0IIaaaioT MbIIIed-
Hasl pUTUIHOCTD, IIPUBOISILIAS K KOHTPAKTypaM, OJIUTO-, Opaau-
KWHE3UsI, XOPeoaTeTOUIHbIN M TOPCUOHHBIN TUTIEpKIHE3. Xa-
paKkTepHbl AU3apTpusi, Auccarus, HACUIBLCTBEHHBI CMEX U
riau. HaGmonarorcst apeKTUBHBIE pacCTPOCTBA B COUETAHUU
C YMEPEHHBbIM CHIKEHMEeM HHTesUIeKTa. 3abosieBaHue JTUTCS
2—3 rona, mocJjie 4ero 60JIbHbIE TTOTU6AIOT. JposcamenvHo-pueuo-
Has ¢hopma BCTpedaeTcsl yallle, KaK IPaBUIo, MaHU(MECTUPYET B
FOHOIIIECKOM BO3pacTe, TeUeHHE ee OoJiee MeIJICHHOE, COTIPOBO-
KIAeTCsS PEMUCCUSIMU M BHE3AITHBIMU YXYIIICHUSIMU C Pa3BUTH-
eM Ipy0oii pUrMIHOCTU U IpoxkaHus. [{poxxaHue pe3Ko yCuaIuBa-
€TCsI TPU CTaTUYECKOM HaIPSKEHWU MBI, ABUKEHWUU, BOJTHE-
HUM. B 1okoe 1 Bo cHe npoxaHue rcues3aet. MiHorma mpu ocMo-
TpE BBISIBJISICTCS] aTETOMIHBIN XOpen(DOPMHBIN TUTICPKUHE3, MO-
TyT HaOmoaThes au3apTpus v nucharus. CpeaHss TPOI0JIKI -
TEJIbHOCTh XU3HU — OKOJIO 6 JIeT. Jposycamenvhas gpopma HaIn-
Haetcst B 20—30 JieT, ee npoao/kuTeabHocTh — 10—15 et u 60-
nee. B KiIIMHMYeCKO# KapTUHE Ha TIePBBIi TITaH BBICTYIAET IPO-
KaTeJIbHBIN TUTIEPKUHE3, PUTUIHOCTH MOXET TTOSIBUTHCS TOJTBKO
K KOHIIy 3a60JieBaHMsI. BO3MOXHBI antiienTH(OPMHBIE IPUTIA -
KU. Dxcmpanupamuono-kopkosas ¢hopma BCTpedaeTcsl pexe. B
9TOM Cllydyae TUIMIWYHBIE [UIS TernaTouepeOopasbHON AUCTpoduun
M3MEHEHUsI B JaJibHEMIIEM OCIOXHSIOTCS aroraeKTuhopMHO
Pa3BMBAIOLIMMUCS LIEHTPATBbHBIMU TTape3aMu, MIeTUDOPM-
HBIMU TIPUTIAJIKAMU U TSDKEJIOl eMeHIeid. Ha ceximmm o6Hapy-
JKUBAIOTCS OOLIMPHBIC OYard pa3sMsATIeHUsT B KOpe OOJIBIIMX MO~
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nyurapuii. TTpoaoKUTeTbHOCTh 3a00JIeBaHUSI — OKOJIO 6 JieT
[6, 10, 19]. [TopaxkeHue HEPBHOI cUCTEMBbI TIpU 60JIe3HU Buiib-
coHa — KoHoBasioBa MOXeT ObITh HE TOJIbKO TIEPBUYHBIM, CBSI-
3aHHBIM HEIMOCPEICTBEHHO ¢ HapylleHueM oOMeHa MeIu, HO U
BTOPUYHBIM — TeNaTOreHHbIM, BBI3BAHHBIM LIUPPO30OM MEYCHMU.
[Mono3spenue Ha 601e3Hb Buibcona — KoHoBasioBa 10IKHO BO3-
HUKHYTh TPY HAIMYUU Y TallMeHTa XPOHUYECKOTO TeraTuta
U/WIA TTUPPO3a HEYTOUYHEHHOU STHOJIOTUH; TTPOTPECCUPYIONIEit
MEYEHOYHON HEeJIOCTaTOYHOCTH; HEOOBSICHUMOTO TOBBIILICHUS
YPOBHSI aMUHOTpaHcdepas; COOTBETCTBYIOIIMX HEBPOJIOTAYE-
CKMX M3MEHEHUI HEeyCTaHOBJIEHHOW 3THOJIOTHMH; TCUXUIECKUX
CHUMIITOMOB, COYETAIOIINXCS C IPU3HAKAMU TTOPaXKEeHMS TIeUeHH;
OTSATOIIIEHHOTO ceMeliHoro aHamHesa [ 11, 20]. [luarHocTrueckoe
3HaUeHNE UMEET CHIKEHHNE YPOBHS IKCKPEIINU MEH C XKEeTIbIo
1o 0,2—0,4 mr. Kak mpaBuiio, yMeHbILIAeTCsl CoAepKaHue 1Iepy-
JIOTIJTa3MMHA B CHIBOPOTKE KPOBU, JINIIb Y 5% GOJbHBIX €T0 Ypo-
BeHb HOpMaJibHBIN. [1py GUOIICHM TIeYeHU BBISIBIISICTCS U30bI-
TOYHOE KOJIMIECTBO MEIM B remarorurax. OmpenensieTcst IoBbI-
LIEHNE YPOBHSI MEAU B KPOBU M OKCKPELUH ee ¢ Modoit [12, 16].

IMpuBonMM 2 KIMHUYECKUX HAOIIONECHUSI.

boavnoit JI., 20 sem, nocmynua ¢ Topodckyto Kaunuueckyr
ooavruyy No 53 16.06.11 ¢ ncarobamu na omexu HUNCHUX KOHEHHO-
cmeil, yeeauuenue obsema Jcugoma, o0uwyl0 caabocmv, COHAU-
60CMb, HecUCeMHOe 201080KpYyIceHue. Yxyduienue cocmosaHus
ommeuaem 6 meverue NOCAeOHUX 2 Hed 00 20CHUMANU3AYUU, K020a
6e3 GUOUMbBIX NPUYUH NOABUAUCH 00Ab 8 GePXHEll uacmu Hcugoma,
noeviutenue memnepamypol mena do 38 °C, wcudkuii cmyn u peoma,
He npunocusuias obnecuenus. K epauy ne obpawancsa, aewuncs sca-
ponoHuxcarouumu npenapamamu. Ha ¢pone npuema napayemamo-
Aa COCMOAHUE HECKOAbKO YAYYWIUAOCL: NPeKpamuaach peoma,
memnepamypa cHusuaacy 0o cyogebdpuavroii (37,1-37,5 °C). O0-
Hakxo 6 nocaedyroujue 2—3 0Hs npUcoeOUHUAUCH OMEKU HUICHUX KO-
HeuHocmeil, Ygeautuacs 00sem Hcugoma, Hapocau obuias caabocms
u conaugocmo. B cea3u ¢ yxyouienuem cocmoanus 20CRUMAanu3upo-
8aH 8 CIAYUOHAD.

U3 anamnesa: pannee pazgumue 6e3 ocobennocmeil. Pusuue-
CKU U UHMeNNeKIMYANbHO OM c8epCmHUK06 He omcmagan. IIpumep-
Ho 6 13 nem y nayuenma 6vis81eHa 08YCMOPOHHSASA CUHEKOMACMUSL,
10 n060JY KOMOPOIL, No CA08aM Mamepu, amoy1amopHo Habadan-
¢y 9HOOKPUHOA02A U NPUHUMAA NPENnapamol, 803MOJCHO, 20PMO-
HanbHble (HA36aHUS OHA He NOMHUM,), 0e3 CylecmeeHH020 ek -
ma. B nodpocmkoeom 603pacme HeOOHOKPAMHO KOHCYAbMUPOBAH
2acmpoIHMePoN02OM.

Omey nayuenma ymep 6 eospacme 30 aem om yuppo3sa neue-
HU HEYMOYHEHHOU SMU0A0UU.

Tlpu nocmynaenuu cocmosinue cpedueii msajcecmu, memnepa-
mypa mena — 37,2 °C, KodicHble nOKposbl 6.1e0Hble, uucmole. Boipa-
JIceHbl omeKu cmon, 20aenell u bedep. Ilepughepuueckue aumgpamu-
ueckue y3nvl He ygeauyeHol, ObIXaHUe Ge3UKYAAPHOe, XPUNO8 Hem,
Al — 160/100 mm pm.cm., acusom mseKuil, npu nasvnayuu 6e360-
Ne3HeHHblil, neueHb — y Kpas pebepHoil dyeu, cene3eHKa 8bicmynaem
Ha 5 cm u3-nod aeeoil pebeproii dyeu. buoxumuueckuii anasus Kpo-
6u om 26.07: AJIT 35 Ed/a, ACT 56 Ed/a, I'TT 60 Ed/a, arebymun
32 e/n, Guaupybun obwuti 47,6 MKEMOAL/N, KpeamuHUH 75 MKMOAb/1,
Kanuii 4,4 mmons/n, nampuii 137 mmonnv/a, xr0p 107 mmons/n. Y3U
OpIOWHOL noAoCMU: neYeHb — Npasas 0045 He 8U3YANU3UPYemCs,
nesas doas — 0o 9,6 cm, 06bIHOl 3x02eHHOCmU. BHympuneuenoy-
Hble npOMoKU He pacuiupetsl. Bopomuas éena pacuupena 0o 16 mm,
6epxHas Opvlceeunas éena — 00 15 mm, ceaesenounas éeHa — 0o
15 mm, HuMICHAR nonas éena — 0o 19 mm, udywas cmeosom nynouHas
eena — do 17 mm. Komnvromepras momoepaghusi 6prowHoil hosocmu



om 21.06: kapmuHa u3sMeHeHUil Ne4eHOYHOL NAPEHXUMbL MONCEN CO-
OMEEeMCmMe08ams UUppPo3y NeHeHu ¢ NOPMANbHOU 2unepmeH3ueil u
Dpaszeumuem KoaramepanivHoeo kposomoxa. Cnaenomeeanus. [lpu
330¢hazo2acmpodyo0eHOCKONUY 8bls161eHbl BAPUKO3HOE PACUIUpeHUe
6en nuuweeoda Il cmenenu, akcuarbHas XuamainbHas epwloca U
npusHaKu 3po3usHo2o eacmpuma. JuacHo3 npu vinucKe: yuppo3
neuernu, kaacc B no Yaiindy — Ilvro, ¢ cundpomom nopmanvHoli eu-
nepmeH3uU, neueHOUHOl HedoCMamoYHOCMU, 2UNEPCNACHUIMA, Ne-
ueHouHoU SHyearonamueii 1 cmenenu. Bo épems eocnumanuzayuu
cOeaano npeononodiceHue o Haauuuu y nayuenma 6oae3nu Buavcona —
Konoeanosa, oonako donosHumenvHwviX uccredosanuii, noomeep-
acoarouux 3mom OUA2HO3, He NPOBOOUAOCH.

Yepes 2 ned nocae eocnumanusayuu nayueHm oopamuacs 6
Llenmp usyuenus newenu Poccuiickoeo ynueepcumema opyicobl
Hapoodos (PYIIH) ¢ xcarobamu Ha 6HO6b HaApACMAOWYH OmeY-
HOCMb 204eHell U cmon, a makjce 00y c1abocms, CKOBAHHOCMb
6 MbIUUAX KOHeUHOCmell, 3aMe0NeHHOCMb 08UNCeHUll, 3ampyoHe-
HUs npu xodvoe 6 sude 3amMe0NeHHOCMU U WAMKOCMU NOX00KU,
nadenuil Hasao. becnokouau makoice dpodcanue Kucmeii pyk, He-
YemKoCcmy peyu, NONepXUeaHus npu Npoiamvleanuu meepooi
nuwu. Ilayuenm npoKoHCYAbMUPOBAH 2eNAMOA020M, M020d Jice
8nepavie 0OCMOMPEeH HeBPOA02OM.

Ilpu ocmompe: acmenuueckol KOHCMUMYYUU, HOHUNCEHHO0
numanus. KodcHvie nokpogvl u euoumbvle causucmoie 3eMAUCHO-
bnedHble, cKkaepbl HeCKoAbKo ukmepuytsl. Pom npuomipsim, nepuo-
duuecku ommeuaemces caonomeuenue. Kpacras kaiima 2y6 u s3vik
cyxue, NOKpbIMbl MHOLOYUCACHHbIMU MPEUWUHAMU, SAPKO-MAAUHO-
6020 ysema. Onpedensiemcs 08yCMOPOHHAS euHekomacmus. Buipa-
JceHHble omeku cmon u eonerel. Ilepugepuueckue aumgpamuue-
CKUe Y31l He yeeauueHsl, dbIXanue xcecmkoe, Xpunog nem, AJll —
110/70 mm pm. cm., deugom mseKuil, npu natbnayuu 6e3001e3HeH -
Hblil, neweHb — Y Kpas pebepHoll dyel, Ceae3eHKa 8biICHynaem Ha
4 cm u3-nood neeoil pebeproil dyeu. Obpauiaem Ha cebs 6HUMAHUE
OKpaulueanue nepugeputeckoeo omoena padyiucKu 6 6yposamo-3e-
AeHosamblil yeem (y nayuenma ceemao-cepuie enasa). Heepoaoeu-
uecKUll cmamyc: MeHUH2eanbHbIX 3HAKO8 Hem,; COHAUB, ANamu4eH,
6 mecme, 8peMenU U cOOCMEEHHOU AUMHOCIU OPUeHMUPOBAH Npa-
sunbHo. Humennexm coomeéemcemeyem 6o3pacmy u 00pa308aHuio.
Onpedensiemcesi 20pu30HMANbHBLL MEAKOPAMAWUCMbLIL HUCMAM,
yeuaugaruuiics 6 kpaiimux omeedenusx. Inazuvie weau D=S,
3pauku cummempuunsl. Onpedensemcs neckoe pacxoosujeecs Koco-
enasue 3a cuem ne6oeo enasa, dunsonuu vem. Ommeuaromes ouc-
aeus, duzapmpus, ducgonus. Inomounsiii pegrexc He 6vi3vi6a-
emcs, MaeKoe Hebo npu gorayuu HenodeusicHo. Onpedesiomces ap-
KO 8bIpadiceHHble pegaexcyl 0panbHo20 aemomMamusma — Xo00mKo-
evlil, Acmeayamyposa, Mapunecky — Padosuua. I[lape3oé nem,
MblULEYHbIL MOHYC NOBbIUIEH NO NAACIUYECKOMY MUNY 6 aKcuanb-
HOU MycKyaamype U MblUyax KoHeuHocmell ¢ npeobaadanuem 6
MblUUax-ceubamensx,; chopmuposana «no3a npocumensi», axeupo-
Kunes. CyxoxcunvHovle pegaekcol oxcusaenvt (D>S), pegaekcoeen-
Hble 30HbL pacuupeHsl; onpedeasiomes: cnpaga cumnmomst Tpemme-
pa, logpmana, HAxobcona — Jlacka, babunckoeo (cmoiikuit). Tuno-
mumus, epyoas oaueobpaduxunesus. llepuoduuecku ommeuaemcs
ducmoruueckas ycmanogka Kucmeil pyk 6 gude «pyKu aKyulepa»,
npu xo0vbe — OUCMOHUYEeCKAs YCMAaHoeKa npagoii cmonst. Xodvba
3aMeO0NeHHAs, MeAKUMU WadcKamu ¢ nponyascusmu. Koopouna-
mopHas cepa: onpedeastomes YMepeHHAas UHMEHYUs 8 pyKax
(D>S) u 6onee svipancennas 6 noeax (D>S), ducduadoxokunes,
ducmempus, noaodcumenvras npooa Cmrwapma — Xoamca cnpasa,
acunepeuss baburnckoeo. YoedumenvHvix paccmpoiicme noeepxHo-
CMHOU 4Y8CMBUMENbHOCIU HeM, CHUICEHA UOPAUUOHHAS YY8CH-
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BUMENLHOCMY 8 QUCIANbHBIX 0mOenax HudcHux koneurnocmeii. Co-
depoicanue yepyronaazmuna @ kpogu — 4 me/n (nopma >200 me/a).
Ogpmanvmonoe noomeepoun naruuue koavya Kaiizepa — @neituepa
¢ obeux cmopoH. MaeHumHo-pe30HancHas momoepagus 20106H020
M032a: namonouvecKue usMeHeHus 6a3anbHulx 10ep 6 8ude CHUNce-
Husi unmencuenocmu MP-cuenana na Ti-e36eutenHbix uzoopaice-
HUAX U nogwviutenue unmercuenocmu MP-cuenana na T>- u FLAIR-
UB00PANCCHUSX NPEUMYUECMEEHHO 8 NPOEKUUU s0ep IKCMpPanupa-
MUOHOU cucmembl: 61e0H020 Wapa, CKOpAynbl, MAAaMyca, KPAcHO-
20 0pa u YepHoil cybcmanyuu. daacmomempust neveHu 6vls8uUNd
ybedumenvHole npuzHaxu yupposa nevenu: 32,6+7,4 klla (F4).

Yemanoenen ouaenos: 6oaesns Buavcona — Konosanosa,
pueUOHO-apummo-eunepkuHemuueckas gopma. Haznauenvr Ky-
npenun 250 me 6 HauanrvHoll doze 2 mabnemiu (500 me) 6 denvb, 6e-
pownupoH, @ypocemud, eenmpan. Heeposoeom pexomendosan
IIK-Mepy, 100 me 3 paza 6 cymku.

Ilocae 2 ned npuema kynpenuna cocmosiHue 0604bH020 yXy0-
wunocwy. Ilpucoedunurucy 6016, CKOBAHHOCHb U MY20N00BUNCHOCHb
6 KOJNEHHbIX CYCMAasax, oujyuierue cKOBAHHOCMU 8 MbluUax Oproul-
HO20 npecca, MblueuHble NO0ePeUBAHUS U CYOOPORU 8 UKPOHONCHBIX
Mbluyax, memnepamypa meaa nogoicusacy 0o 37,5—37,8 °C. lena-
monoe coenan npeononodiceHue 0 60A4AHOYHONO000HOU peaKyuy Ha
Kynpenun, 6 céasu ¢ uem 18.08 nayuenm eocnumanusuposan é lo-
DPOOCKYI0 KAuHUu4eckyro 6oavhuyy No 64, ede kynpenun 6vin ommenen
U HA3HAYeH MemuanpeoHu3010H 6 dose 16 me/cym. B nepevie 3—4
OHsl nocAe 20CNUMAAUZAYUU COCIOSHUE YAYHUUAOCH, YMEHbUIUAUCH
00416 U MY20N00BUNCHOCHb 8 CYCMABAX, MEMNEPAmypd CHUUAACH
do 36,5 °C. bBuoxumuueckuii ananus kposu om 29.08: obwuii 6enok
69,9 2/a, CPb 0,63 me/a, AJIT 59,6 Eo/Jl, ACT 146,9 Ed/a, arvby-
mun 32 2/a, 6uaupyoun oowuii 93,7 MKMons/a, buaupyouH npamoi
16,7 mxmonv/n, I'TT 54 Ed/n, JUIT' 526 Ed/a, KOK 1993 Ed/n, we-
aouHas ocgpamasza 322 Ed/n, kpeamunun 84 mxmoav/n, Kaiuil
3,96 mmonv/n, nampuii 141 mmons/a, xa0p 107, 1 mmons/n, earoko3a
5,83 mmonv/n. Y3H opeanoe OprowiHoil noaocmu: neueHs — KOHMYpbl
HewemKue, HepogHble, npaesas 0oas — 148 mm, aeeas dons — 96 mm,
napenuxuma ouggysno HeoOHOPOOHA, 3epHUCMA, C NpeobaadaHuem
nogwiutenHoll sxocenHocmu. Cocyducmolii pucyHok neuenu ouggysHo
00e0HeH, GHYMPUNEUEHOUHbIE MCeNYHble NPOMOKU He DPACULUPEHDL,
CMEHKA UX BbIPANCEHHO OUp@Y3HO No8biuleHHOU sx0eeHHOcmu. Bo-
pomHas eena — 14 mm 6 duamempe, oOWULl HCENUHbII NPOMOK —
5 mm, npocaencusaemcs 0o 45 mm. Cenesenka — do 17/14/12 cwm,
KOHMYpbL ee posHble, IX0pucyHok cmasat. Cene3eHouHas éena 6 00-
aacmu eopom cenesenku — 10 mm 6 duamempe. I[lodcenydounas
Jcenesa He Yeeauuena, ¢ HeHemKUMU POGHLIMU KOHMYPAMUL, NapPeH-
xXuma oug@ysHo noswvlueHHol 3xoeeHHocmu. Bupcyneoe npomox —
do 1 mm 6 duamempe, e pacuiupet. 3akarouenue: Y3-npuznaku ee-
namuma Ha Gore Hcupoeoll ducmpoguu neveHu ¢ Ucxoo0om 8 nop-
MANbHbLIL YUPPO3 NeuerU, 2enamocnAeHoMe2anuu, NOPMAanbHoll 2u-
nepmen3uU, XpoHu4ecko2o nankpeamuma. B cesasu ¢ panee @bisig-
JNeHHbIM 8apuKo3ubim pacuupenuem (111 cmadus) éen nudicrel mpe-
mu nuwesooa, OnaAcHOCMb) PA3eUmus KpogomeyeHus, ycyyoues-
uieiicst 8bIpadCceHHoU mpomooyumonerueil 0bL10 NPUHAMO peuleHue 0
nposedeHuU AUUPOBAHUS 8APUKO3HO DACUUPEHHBIX 8eH NUWE600d.
Manunynayus ycnewno nposedena 09.09. Ilosmophoiii ocmomp
HeBp0a02a BbIAGUNA NO CPDABHEHUIO C UIOAEM M020 Jice 200a OMPULA-
MenbHy QUHAMUKY 6 6ude Hapacmanusi OyAb0apHoi u nceedo-
OYAbOAPHOI CUMRMOMAMUKU: POM NOAYOMKPbIM, NAUUEHN He MO-
Jcem ockaaums 3y0bl, 2A0MOUHbLIL pedaekc omcymemeyem, no-
CMOAHKAS carueayus, epybas ousapmpus, nepuoou4ecku — aHap-
mpusi, ebpadceHHas OUCHOHUS, HA30AaAAUs, epybeliuias ducpazus
(He mModiIcem enomamy He MOALKO MEePOYI0, HO U ICUOKYIO NULLY).
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Hapocna evipaxcennocms perexcos oparvhoeo asmomamusma,
8KA04as1 X000MK06bLl pepaeic. B cesasu ¢ umerowumucs HapyuleHu-
AMU 2N0MAHUs YCMAHO0BAeH Ha3oeacmpanvhulii 30H0. K aexapcm-
6eHHOUl mepanuu Obi1o peutero dobasums [IK-Mepy 100 me no 1
mabnemke 3 paza 6 denv, mupanexc 0,25 me no 1 mabaemxe 3 paza
6 denv u Kaonazenam 2 me no 1/2 mabaemku 2 pasza é denv. Kpome
moeo, Has3HaueHvl boavulle A03bl BUMAMUHOE epynhbl B, nposedena
UHY3UOHHA MemaboAu4ecKas mepanus aKmogecuHoM U Auamu-
aunom. Ha gpone newenuss ommeuena nonaodxcumensias OUHAMUKA:
YMeHbulUAUCL 6YN1b0apHble paccmpolicmea, 80CCMAaHOBUACS AKM
enomanus. He3nauumenvHo 6o3pocau memn u amnaumyoa dgudice-
HUll, noxodka cmana 6onee ycmouvugoll. YMeHbUuUuIach GblpadiceH-
HOCMb OUCMOHUYECKUX NPOSAGACHU.

boavnoii A., 24 nem, ocenvio 2008 2. obpamuics é xupypeuue-
ckoe omoenenue Kaunuku Nol Boneoepadckoeo eocydapcmeennozo
MeOULUHCKO020 YHUBepCUmema c Jcaiobamu Ha yeeauderue obsema
Jcueoma, Ome4HOCMy 204eHell U cmon, o0wyio caabocms, noxyoe-
Hue, 3amMe0NeHHOCMb 08UIICEHUL, CKOBAHHOCMb 8 MbIUIYAX KOHEUHO-
cmell, HacUAbCMEeHHble 0BUNICEHUS 8 KUCMAX PYK, HANOMUHANUUE,
10 C108aM NAYUEHMA, «83Maxu Kpvlavimu». Kpome moeo, becnoko-
Unu MeoNeHHas U HeuemKas peuv, HeyCmouuueocms U nadeHus ene-
ped npu xodvbe. Cuumaem cebsi OOAbHLIM 8 MeHeHUe NOCAeOHUX
3 nem, Koeda énepavie ommemun OMeHHOCMb HUICHUX KOHeHHOCmell
u yeenuuenue obsema wcusoma. Heeponoeuveckas cumnmomamuxa
6 6ude 3aMe0NeHHOCIU U CKOBAHHOCMU 08UMNICEHULl, a MAKce u3me-
HeHull noxo0Kku npucoedunuracsy 2 eoda Hazaod. Panee cuuman ce6s
cosepuieHHo 300posbim. B anamuese — demckue ungpexuuu. Kypum
¢ 18 n1em. Ynompebnenue anko2ons u ncuxoaKkmueHbix 6euecms om-
puyaem. Cemelinblii anamues He omaeouweH. Pooumenu u cmapuiuii
opam 30opoeut. [Ipu obcaedosanuu (ceposoeuueckue npoowl) UCKAIO-
uen eenamum A, B, C. Takoce uckarouens: moxcuueckue npuuHsl
nopasicenusi neveHu (anKoeoausm, ynompebnenue NCUXoaKmueHbixX
eeujecma). Yposenn yepyaonaasmuna U sKckpeyuy meou ¢ Mouoii He
onpedeasiau. Ilposedena OuaeHocmuueckas Aanapockonus ¢ OuUo-
ncueii neuenu. Boissaenv: ducmpoguueckue usmenenus eenamouyu-
M08, MOCMOBUOHbIE HEKPO3bl, AUMPOUUMAPHAS UHOUABIMPAUUS.
Tocmanoenen duaero3: KpunmozeHHblil YUppo3 neuenu 6 cmaouu de-
KoMneHcayuu, cCUHOpoOM nopmanvHoii eunepmensuu, acyum I cmene-
HU, 8apuK03HOe pacuiuperue eex nuueeooa I cmenenu, cnienome-
eanus. [lonvimiu KoHcepeamueHo2o aevenus OuypemuKamu U 2ena-
monpomexkmopamu K ycnexy He npueeau. B aneape 2009 e. ebinon-
HeHa WyHmupylowas onepayus (OUCMAanbHblil 6eHO3HbII CHAeHOpe-
HAAbHbLI AHACMOMO3), 00HAKO A6AEHUsL 2UNEPCHACHUMA NPOPeCCU -
posanu. B cesnzu c smum npogedena 3HO08ACKYAAPHASL IMOOAUAUUS
cenezenouHoil apmepuu. Yepez 3 mec 6 ceésa3u ¢ ompuyamenvholi
KAUHUYeCKOU OUHAMUKOU MAHUNYAAUUS GbINOAHEHA NOBMOPHO, HO
makce Oe3 agpghekma. [layuenmy 6vira pekomeHO08aHA MPAHC-
nAaGHmMayus neveHu.

B urone 2012 e. 6oavroii oopamuacs ¢ Llenmp usyuenus neue-
Hu PYJIH, 20e 0bin NPOKOHCYAbMUPOBAH 2enamonoeom, npoeeoeHo
@ubpockanuposanue neveru, 8visi8AeHbl USMEHEHUs, XapaKmepHble
ons yupposa newenu (F4), kaacc C no Yaiindy — Ilvro. Onpedenennt
VPOBeHb UepYNONAa3MUHA KPOBU, CYMOYHAA FKCKPeyus Medu ¢ MO-
uoll, nposedeno eenemuueckoe uccaedosanue. Toeoa ynce nayuenm
enepavle 3a 8pems 3a001e8aHUsL OCMOMPEH HeBPON0COM.

Tlpu ocmompe: gvicokoeo pocma, acmeHuveckoil KOHCIMUmMy-
yuu, noHuicenHo2o numanus. Kodicrvle nokpogu! u guoumoie cau3su-
cmule OnedHble, Ha Kodice epyou U 8epxXHell 4acmuy CnuHbl — MHO20-
yucaenHovle meneaneuodkmasuu. Ha kooce nepedneil Oprownoll
CMEHKU — COCYOUCmblil PUCYHOK, 00PA306aHHbII PACUIUPEHHbIMU
nookoxcHvimu eenamu. Ha kooce Huxchell yacmu nepeodreii Oprou-
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HOUl CMeHKU — MHO2OYUCAeHHble nocaeonepayuontvle pyoust. Ckae-
Dol ukmepuunsl. Boipasicenvt omexu eoneneil u cmon. Ilepugepuye-
CKUe auMpamuueckue Yol He yeeauueHbl, 0biXaHUe JIcecmKoe, Xpu-
noe nem, Al — 110/60 mm pm.cm., ¥cu8om mMaeKuil, npu nasbnayuu
0e3001e3HeHHbLIl, NeyeHb 8bicmynaem Ha 3 cmM u3-noo Kpas pebepHoll
dyeu, cenesenka evicmynaem Ha 4 cm u3-noo 1eeoil pedephoil oyeul.
B Hesponocuueckom cmamyce: cozHamue scCHOe, MEHUHeCANbHbIX
3HaK06 Hem. B mecme, epemenu u codcmeenHol AuMHOCMU OpUeH-
muposan npagunvho. Humennekm coomeemcemeyem 603pacmy u 00-
Pazosanuro. Imoyuonanrvro aabuner. Iloas 3penus coxpanersl, on-
pedensiemcs 20pU30OHMANbHYIL MEAKOPAZMAUUCMbLI HUCMARM.
Inasnvie weau D=S, 3pauku cummempuunnt. Irazodeueamenvivie
@ynkyuu coxpanenst, dunsonuu Hem. Onpedeasiromes oucghonus u
neekas dusapmpus. [romounslil peprexc cHudiceH, MsaeKoe Hebo npu
gonayuu noonumaemces cummempuyro. Onpedeasiromes peghaexcol
opanvHoeo asmomamusma. Ilape3oe Hem, mbiuieuHblil MOHYC HOBbI-
UieH No NAACMUMeCKOMY MUNY 8 AKCUAAbHOU MYCKYAamype U Mblui-
Uax KoHeuHocmell, ¢ npeobiadaHuem 6 Mblulax-ceudbamensx.
Chopmuposana «noza npocumensi». CyxoxucunvHvie pegrexcol mop-
nuoust (D=S). Onpedeasiromes pegaexc Tpemuepa cnpasa, pegaek-
col Togpmana, Hdxobcona — Jlacka ¢ obeux cmopon. «3acmoieuuil»
632140, pedkoe Mueanue, eUnOMumuUs, epyoas oaueoopaduKuHesus.
Ilepuoduuecku ommeuaemes mpemop pyK no muny acmepuxcuca.
Xo0b0a 3ameoneHnas, MeAKUMU WaNCKamu ¢ nponyavscuamu. Bpems
0m @pemeHU Ha (oHe MUNUYHOU NAPKUHCOHUMECKOL NOX0OKU NOsG-
ASIOMCA «manuyowue» xopeuueckue snemenmol. Takwce uspedxa
OMMeHAOMCsl INeMeHMbl XOPeUupOpMHO20 2UNEPKUHEe3ad 6 DYKAX.
Onpedensiromes: ymepeHHAas UHMEHYUS 8 KUCMAX PYK NPU NAAbUEHO-
coeoli npobe (D>S) u 6 Hoeax npu évinoaHeHUU NAMOYHO-KOAEHHOLL
npobwvr (D>S), ducouadoxokures, ducmempus, yMepeHHO GbipaAICeH-
Has acunepeuss babunckozo. CHudcena eny0oKas uyecmeumenb-
HOCHb 6 QUCMAAbHBIX 0MOeNAX GEePXHUX U HUNCHUX KOHEUHOCMEl.
Ypoeenv uyepyronnazmuna kposu — 17 me/n (Hopma — om 200 me/n)
Tlosviuen yposers sxckpeyuu meou ¢ MO4ol.

Juaenocmuposana done3ns Buavcona — Konosanosa, npedno-
A0ACUMENbHO OpodicamensHo-pueudnas gopma. Haznauenw: Kynpe-
Hun 6 HauaavHoi doze 500 me/cym ¢ danvHelwum ee mumposanuem
do 1000 me, eepownupon, eena-Mepy, mupanexc 0,25 me no
1 mabaemke 3 paza 6 denv, IIK-Mepy 100 me no 1 mabremke
3 paza e denv, muokmayuod 600 me no 1 mabaemke ympom, eruamu-
aun 400 me no 1 mabaemke 2 pasa 6 denv. [lannas cxema npuema
npenapamoe ucnoavsosasace 6 meuernue 2 mec. Ilayuenm ommeuan
VAVMUECHUE — YMEHbUCHUEe OMEK08 HUICHUX KOHEeYHOCMel, 00seMa
acueoma. Kpome moeo, 6 meHwuieil cmenenu 6ecnoKoua caabocms u
ymomasiemocms, cmana 6oaee ycmoiuuugoil noxooka. Ipu nosmop-
HOM HE8PON0UHECKOM OCMOMpPE OMMeYeHA NOAONCUMEeNbHAS OUHA-
MUKa 6 8ude peepecca Oyab0APHbIX PACCMPOUCME, CHUNICEHUS Mbl-
WIeYHOL 2UNEPMOHUL, YMEHbUIEHUS BbIPAJICEHHOCMU 0AU00Pa0UKU-
He3uu, NOCMYPAnbHbIX PACCMPOUCME, 4 MAKICe PACCMPOICME 21y~
bokoli yyecmeumensHocmu. B mo sice epems «manuyyrowue» xopeu-
yeckue nemMeHmbl npu Xo0bbe cmanu 6oaee 3aMemHbIMU, KAK U 1e-
MeHMbL XOpeudopmMHO20 eunepKuHe3a é pykax. bBuoxumuueckuii ana-
auz kposu om 08.07: obwuii 6enok 48,9 o/n, CPb 0,82 me/n, AJIT
112,6 Ed/JI, ACT 134,9 Ed/a, anvoymun 31 e/n, Ouaupybun oduguii
56,2 mrmonv/a, ouaupyoun npamoii 14,3 mxmonv/n, I'TT 109 Ed/a,
JUIT 496 Ed/a, KOK 534 Ed/a, wenounas gocgpamaza 301 Ed/a,
kpeamunun 79 mxmoav/n, kaauii 3,83 mmoav/n, nampuil
123 mmonw/n, xn0p 106,9 mmonv/n, earokosa 4,98 mmons/n.

Ha gore mepanuu ymeHvuiuaucs 561eHUs aCUmMa, 8bipaiceH-
HOCMb nepugepu4eckux 0meKo8, HAMemuAac MeHOeHYUs K yayuuie-
HUIO 2eMAMON02UHECKUX U OUOXUMUYECKUX NOKa3ameneil. YveHvuuu-



AACH BbIPAICEHHOCMb CUHOPOMA NAPKUHCOHU3MA, NOCIYDPANbHBIX U
Koopounamopnuix paccmpoiicmg. O0HaKo xopeuueckuii eunepKuHes
cman sipye, Y¥mo npaKkmuuecku e becnoxouno nayuenma. Heepo-
N1020M U 2eNamon02omM NPUHAMO peuleHue 00 U3MeHeHUU mepanuu:
Kkynpenun 1200 me/cym, eepownupon, eena-Mepy, eumamumbvl
epynnuvl B, IIK-Mepy 100 me no 1 mabaemxe 3 paza é dens, mupa-
nexc 0,25 me no 1/2 mabaemxu 3 pasa 6 dewv, KaoHazenam 2 me no
1/4 mabaemku 2 pasa 6 denb.

Taxum oOpa3om, TpencTaBaeHbI JBa TMallMeHTa ¢ PUTHI-
HO-apUTMO-TUTMEPKUHETUYECKON U IPOXKaTeIbHO-PUTUAHON
¢dopmamu 6oe3Hu Bunbcona — KoHoBaoBa. Hanuuue y nauu-
€HTOB HU3KOTO YPOBHSI 1Iepy/IOIJIa3MIUHA, TIOBBIIIIEHUS 9KCKPe-
U MeIu ¢ Modoii, kosbra Kaiizepa — @meitiiepa moaTsep-
JKIAI0T TUArHO3.

V nepBoro mareHTa uMenoch TUITMYHOE MOpakKeHe re-
NaToOMJIMApHO CUCTEMbl B BUJE LIMppo3a IMeYeHU, CUHAPOMA
MOPTAIBHON TUIMEPTEH3UU, CUHAPOMA IMEYEHOYHO-KIETOUHON
HEIOCTaTOYHOCTA C BapMKO3HBIM DPACHIMPEHUEM BeH HIDKHEN
TpeTH TWINEBOAA, CUHIPOMA TApKWHCOHWU3MAa B COYETAaHUU C
OynbOapHOit M mceBaoOyIb0apHON CUMIITOMATUKOM, TUCTOHU-
YecKMMU (peHOMeHaMU, MUPAMUIHON CUMITOMATUKON U TIpU-
3HAKaMM TIOpaXkeHUsI Mo3xkeuka. JlaHHble aHaMHe3a KpaiiHe
CKYIHBI, HO TEM HE MEHEee 3aCTaBJISIOT AyMaTh O HACJAEeICTBEH-
HOI mpupone 3abosieBaHust (otel] nauueHrta ymep B 30 jeT oT
Mppo3a TIeYeHU, TIPU ITOM AJTKOTOJM3MOM U TETaTUTOM He
crpaman). K coxanenuio, HEOMHOKPATHBIE TOMBITKU TUTPOBA-
Hus KynpeHuia 10 500—750 Mr/cyT BHOBb IPUBOIWIIN K pa3BU-
THUIO CYCTAaBHOTO CUHAPOMA U TUTIEPTEPMUU, B CBSI3U C UYEM MEIb-
SJIMMUHUPYIOLIAsl TePANKsi OCTaBaJlaCh HEJOCTATOYHOM, MPUXO-
JIMJIOCH OTPAaHWYMBATHCS JIMIIb Ha3HAYCHUEM TelaToNpOTEeKTO-
POB U IMETHl C HU3KUM cojiepxaHreM Meau. O6cykmancst BOI-
pOC O POACTBEHHON TPAHCIUIAHTALIMY TEUYEeHU, OTHAKO TSKECTh
HEBPOJIOTUUECKUX DPACCTPOICTB, a TakXke TpyOble HapYIICHUS
CUHTETUYECKO! (DYyHKLMU MEYeHU B COUETAHUM C KpaiiHe TsKe-
JIO KyNMUPYEMbIM CUHAPOMOM IMOPTAJIbHON TMIEPTEH3UU PE3KO
YTSDKEISU cuTyaruio. [TporHo3 Ku3Hu HeOIaronpusiTHBINA.

YV BTOpOTO MarueHTa Mbl UMeeM JIeJIO C TTO3MHe TuarHo-
cTukoit 6bonesnu Bunbcona — KoHnosanosa. Eciu Obl ipaBuib-
HBII TMArHO3 ObUT TTOCTaBJIEH PaHbIlIe, 3TO MO3BOJIMIO Obl U30e-
>KaTh MHOTOUMCJIEHHBIX Oofepauuii. OTOT MalKMeHT XOPOoLIo Te-
PEHOCWJT Me/Ib-3JIMMUHUPYIOILIKE Mpenapatel, y Hero oblia ad-
dextuBHa crnienmbudeckas Tepanus. B HacTOSIMMN MOMEHT
TPOTHO3 XXW3HU OTHOCUTENIEHO OIarONpUSTHBIN.

lemaTonenTuKynsipHas gereHepaus — OIHO U3 HEMHOTHUX
HaCJIeICTBEHHBIX 3a00JiIeBaHU, PU KOTOPOM pa3padboTaHa 3¢-
dexTuBHas naToreHeTUYecKas Tepanusi. JleueHue rematoaeHTU-
KYJISIDHOI NlereHepaly HalpaBlIeHO Ha YMEHbLIEHUE KOIUYe-
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CTBa TIOCTYMAIOIIIEH C MUIIEH MeIU ¥ CHUXKEHME ee 3a1TacoB B Op-
ranusme |2, 8, 20]. [TanmeHTamM Ha3HAYAIOT AUETY C UCKITIOYCHN -
€M TIPONYKTOB, OOraThIX Melblo: OapaHWHBbI, CBUHUHBI, TUYU,
CyOIPOAYKTOB, MOPENPOAYKTOB, COU, OPEXOB, TpHOOB, 00OOBBIX,
mokoJana u T. 1. PekoMenayeTcs Takxke 6ecconeBoil pexxuM, Tak
Kak MOBapeHHas COJIb MOXET CoiepKaTh HEOOJIbILIOE KOJTUYECT-
Bo (10 0,7%) wonoB menu [1, 8, 11, 21]. Hu B koeM citydae He
JIOJDKHBI HA3HAYATHCS TETIATOTOKCUYHBIE TIPETapaThl — WHIOME-
TauuH, uoynpodeH, BaTbIIpoaThl, SPUTPOMULIH, aMUHOTJIUKO-
3unbl 1 ap. Kpome Toro, manMeHTaM Ha MPOTSDKEHUU BCEH K13~
HM TpeOyeTcsl HempepbIBHAST Melb-3JMMUHUPYIOIIasi Tepartusl.
[MpenapaToM BEIOOpA M 30JI0THIM CTAHAAPTOM JICUSHUST SIBJISICTCST
D-nenuuuiiaMud (KynpeHwn), o0pa3yrollnii ¢ MEIblo XenaT-
Hble coenrHeHus. B neuenun 6one3nu Bunbcona — KoHoBaso-
Ba UCMOJNB3YIOT BUTaMUHbI Bi 1 Bs, Tak Kak n30bITOK Meau 6710-
KUPYET UX aKTUBHOCTD [8, 11, 22, 23]. K coxayeHu1o, B psiae Cy-
YyaeB NMPY MPUMEHEHUU KYITPEHWIa BO3MOXKHO pa3BUTHE MOO0Y-
HbIX 9 (HEKTOB, B YaCTHOCTH BOJYAaHOYHOIOA00OHOTO CUHIPOMA.
B ocHoBe maToreHe3a JIeKApCTBEHHOTO BOJYaHOYHOITOIOOHOTO
CHUHIPOMA JIEXKUT CITOCOOHOCTh KyTPeHWIa MHIYIIUPOBATh 00pa-
30BaHUe B OPTaHM3Me aHTUHYKJIEapHbIX ()aKTOPOB Yy JIUII, TPe/i-
PaCTOIOXEHHBIX K ayTOMMMYHHBIM PeakLUsIM, a TAKXKe Y UMeI0-
LIMX TeHETUYECKU IeTePMUHUPOBAHHBIE HAPYILEHUsT alleTUIN-
poBaHus mpenapara [9, 15, 20]. KnuHu4Yecku CUMHAPOM MOXKET
TIPOSIBIIATHCST APTPAITUSIMU, MUAITUSIMU, IPUTEMATO3HOUN CBI-
TIbIO, ayloTielnei, Tuxopankoil. B KpoBU BBISIBISIIOTCS 903WHO-
(unus, aHTuHYKIeapHble aHTUTena u aHtutena K JTHK. Bos-
MOXHOCTH KOPPEKLIMU HEBPOJOTMYECKUX PACCTPONCTB BechMa
orpannyeHsl. [1pu nucroHnyeckux peHoMeHax, TpeMOope U Ipy-
I'MX TUIEePKWHe3aX BO3MOXHO Ha3HaueHue KiioHaszerama. st
KOPPEKIIMU 3MOIIMOHATBHBIX HAPYIIEHUN WCITONB3YIOT CeJlek-
TUBHBIC MHTMOMTOPBI OOPATHOTO 3axBaTa CepOTOHMHA [2, 5, 7,
24]. BdbheKTUBHOCTb MTPOTUBOIMAPKMHCOHUYECKHUX TMPErapaToB
npu 6osie3uu Bunbcona — KoHoBajoBa COMHUTEIbHA U 10CTO-
BEPHO He moAaTBepxkaeHa. OnHaKo npenapaTsl JEBOAOMBI U aro-
HUCTBI TO(aMUHOBBIX PEIIECTITOPOB UCITOJIB3YIOT IJIST YCTPAHEHUSI
addekra «1oxxHOU HelipoTpaHcmuccumn» [4, 8, 14, 22]. Leneco-
00pa3HOCTh Ha3HAUYEHUSI METAOOIUIECKIX U HOOTPOITHBIX TIpe-
raparoB criopHa. XOTs 3a0ojieBaHNe MHOTHE JNEeCSITUIeTUS W3-
BECTHO HEBpPOJIOTaM, TepareBTaM U rernarojioram, K COXaJeHUIo,
YacThl CJTy4au 3aro31aJI0l ero TMarHoCTUKU, KOTa y MallMeHTOB
yKe pa3BWINCH MPU3HAKA TEPMUHAIBHOTO IIMPpOo3a MeYeHN U
TSDKeJTbIe HEBPOJIOTMIEeCKUE PacCTPOCTRA.

CBoeBpeMeHHO HauaTasi MpaBUIbHASI TTATOTeHEeTUYecKast
Tepanusi MPefoTBpallaeT pa3BUTHE JIMOO TIPUBOIUT K Perpeccy
KJIMHUYECKUX MPOSIBJICHUII OOJe3HU, CYLIECTBEHHO YIIydlliast
COCTOSTHME U KQYeCTBO XXM3HU MaLUEHTOB.

1. Bosie3Hu HepBHOIM cucTeMbl. PyKoBoicTBO
s Bpaueit. ITox pen. SAxHo HH,

Ltynemana P, MenbHuuyka [1B. Mocksa:
Menuunna; 1995;2:512.

[Bolezni nervnoy sistemy. Rukovodstvo dlya
vrachey. Pod red. Yakhno NN. Shtul'mana
DR, Mel'nichuka PV. Moscow: Meditsina;
1995;2:512.]

2. DKcTpanupaMuIHbIe paccTpoiicTa. Pyko-

BOJICTBO IO IMArHOCTUKE U jiedeHuto. [Tox pen.

IIroka BH, MBanosoii-CmoneHckoit UA, Jle-

BuHa OC. MockBa: ME/Inpecc-undopm; 2002.

C. 608.

[ Ekstrapiramidnye rasstroystva. Rukovodstvo po
diagnostike i lecheniyu. Pod red. Shtoka VN,
Ivanovoy-Smolenskoy IA, Levina OS. Moscow:
MEDpress-inform; 2002. P. 608.]

3. Farinati F, Cardin R, DXinca R et al. Zinc
treatment prevents lipid peroxidation and
increases glutathione availability in Wilson’s
disease. J Lab Clin Med. 2003;141(6):372—7.
DOI: 10.1016%2FS0022-
2143%?2803%2900027—1.

4. UBannukoB MO, Ciotkun BE. OGiuas remna-

tosorusi. Mocksa: Mennpaktuka; 2003. 160 c.
[Ivannikov 10O, Syutkin VE. Obshchaya gepa-
tologiya. Moscow: Medpraktika; 2003. 160 p.]
5. KapabanoB AB, UBaHoBa-CmouneHckast A,
OunHHUKOB UB 1 1p. 3HaueHne MOJIeKyIsIp-
HO-TEHETHYECKOTO aHaIN3a B INATHOCTUKE Te-
natouepeopaibHoii Auctpoduu. B c6.: AKTy-
aJTbHBIC BOTIPOCHI HEBPOJIOTUH, HEHPOXUPYP-
MM U METUIIUHCKOM reHeTuku. Yoa; 1998.
102-3c.

[Karabanov AV, Ivanova-Smolenskaya IA,
Ovchinnikov IV i dr. Znachenie molekulyarno-

45



HAWHUYECHKUE HABNHWAEHUA

geneticheskogo analiza v diagnostike gepatot-
serebral'noy distrofii. V sb.: Aktual'nye voprosy
nevrologii, neyrokhirurgii i meditsinskoy
genetiki. Ufa; 1998. 102—3 p.]

6. lmunr EB, Mapkosa E/I, [oroBuesa EB u
np. OCHOBHbIE HAMPaBACHUS KIMHUKO-TeHE-
TUYECKOTO M3YYCHUST IKCTPATTUPAMUIHBIX Ha-
CJIe[ICTBEHHBIX 3a00JieBaHuii. B ¢0.: Borpockt
KJIMHUYECKOM HeliporeHeTukKu. [lon pen.
IImunr EB. MockBa: Menununa; 1973. C.
8—19.

[Shmidt EV, Markova ED, Gotovtseva EV i dr.
Osnovnye napravleniya kliniko-geneticheskogo
izucheniya ekstrapiramidnykh nasledstvennykh
zabolevaniy. V sb.: Voprosy klinicheskoy neyro-
genetiki. Pod red. Shmidt EV. Moscow:
Meditsina; 1973. P. 8—19.]

7. Walshe JM; Clinical Investigations Standing
Committee of the Association of Clinical
Biochemists. Wilson’s disease: the importance
of measuring serum caeruloplasmin non-
immunologically. Ann Clin Biochem.
2003;40(Pt 2):115-21. DOI:
10.1258%2F000456303763046021.

8. ComaroHeBpoJorusi: PykKoBoacTBO 17151 Bpa-
yeit. [Tox pen. Ckopomua AA. Cankr-Iletep-
oypr: CrerJIut; 2009; 656 c.
[Somatonevrologiya: Rukovodstvo dlya vrachey.
Pod red. Skoromtsa AA. St.-Petersburg:
SpetsLit; 2009; 656 p.]

9. Ala A, Walker AP, Ashkan K et al. Wilson's

disease. Lancet. 2007;369(9559):397—408. DOI:

10.1016%2FS0140-6736%2807%2960196—2.
10. Merle U, Schaefer M, Ferenci P, Stremmel
W. Clinical presentation, diagnosis and long-
term outcome of Wilson's disease: a cohort
study. Gut. 2007;56(1):115—-20. DPO:
10.1136%2Fgut.2005.087262. Epub 2006 May
18.

11. Rubin R, Rubin E. The Liver and Biliary

46

System. In Rubin R, Strayer D, Rubun E.
Rubin's Pathology. 5. Auflage. Philadelphia.
2008. S. 653f.

12. Walshe JM, Yealland M. Wilson’s disease:
the problem of delayed diagnosis. J Neurol
Neurosurg Psychiatry. 1992;55(8):692—6. DOI:
10.1136%2Fjnnp.55.8.692.

13. Bose3Hu revyeHu 1 KeTIeBBIBOASIINX Ty~
teit. [Mox pen. MBamkuna BT. Mocksa: M-Be-
cru; 2002.

[Bolezni pecheni i zhelchevyvodyashchikh
putey. Pod red. Ivashkina VT. Moscow: M-Vesti;
2002.]

14. KapabanoB AB, Opunnnukos M B, Wia-
puoiikuH CH. Ananu3 mytauuii B reHe ATP7B
u onbIT nipsiMmoit JIHK-auarHocTuku npu rerna-
TOJICHTUKYJISIPHO# JereHepaiuu. 2KypHas HeB-
posioruu u nicuxuarpuu um. C.C. Kopcakosa.
2001;4:44—7.

[Karabanov AV, Ovchinnikov 1V, Illarioshkin
SN. Analiz mutatsiy v gene ATR7V i opyt
pryamoy DNK-diagnostiki pri gepatolentikul-
yarnoy degeneratsii. Neuroscience and
Behavioral Physiology. 2001;4:44—7.]

15. Askari FK, Greenson J, Dick RD et al.
Treatment of Wilson’s disease with zinc. XVIII.
Initial treatment of the hepatic decompensation
presentation with trientine and zinc. J Lab Clin
Med. 2003;142(6):385—-90. DOLI:
10.1016%2FS0022-2143%2803%2900157—4.
16. Lang C, Muller D, Claus D, Druschky KF.
Neuropsychological findings in treated Wilson's
disease. Acta Neurol Scand. 1990;81(1):75—81.
DOI: 10.1111%2F;j.1600-0404.1990.tb00934.x.
17. Loudianos G, Dessi V, Lovicu M et al.
Further delineation of the molecular pathology
of Wilson disease in the Mediterranean popula-
tion. Hum. Mutat. 1998;12(2):89—94. DOI:
10.1002%2F %28S1C1%291098-
1004%281998%2912%3A2%3C89%3A%3AAl

D-HUMU3%3E3.3.CO%3B2-7.

18. 3ansnosa 3A, bormanos 9. KiimHuko-
MPT aHanu3 pazIu4yHbIX BAPUAHTOB OOJIE3HU
KonoBasnoBa — BusibcoHa. HeBposornueckuii
BecTHUK UM. B.M. Bexrtepena. 2002;1-
2(XXXIV):5-10.

|Zalyalova ZA, Bogdanov EIl. Kliniko-MRT
analiz razlichnykh variantov bolezni
Konovalova — Vil'sona. Nevrologicheskiy vest-
nik im. V.M. Bekhtereva.
2002;1-2(XXX1V):5-10.]

19. Konosanos HB. [enatoneHtukymsipHas ae-
reHepauus. Mocksa: Menrus, 1948.
[Konovalov NV. Gepatolentikulyarnaya degen-
eratsiya. Moscow: Medgiz, 1948]

20. Rodrigo Agudo JL, Valdes Mas M, Vargas
Acosta AM et al. Clinical presentation, diagno-
sis, and long-term outcome of 29 patients with
Wilson’s disease. Rev Esp Enferm Dig.
2008;100(8):456—61.

21. Brewer G. Wilson Disease. Harrison's
Principles of Internal Medicine. In: Fauci A

et al., editors. New York; 2008. S. 2449—552.
22. Czlonkowska A, Tarnacka B, Moller JC

et al. Unified Wilson’s Disease Rating Scale —
a proposal for the neurological scoring of
Wilson’s disease patients. Neurol Neurochir
Pol. 2007;41(1):1—12. DOI: 10.1016%2FS1353-
8020%2808%2970548-0.

23. Olsson C, Waldenstrom E, Westermark K
et al. Determination of the frequencies of ten
allelic variants of the Wilson disease genge
(ATP7B), in pooled DNA samples. Eur J Hum
Genet.2000;8(12):933-8.

24. ApramonoB PI. Bone3nb Bunbcona — Ko-
HOBaJIOBAa. MeIUUMHCKUI HAyYHBIN U y4eOHO-
metoamdeckuii xxypHai. 2004;7:98—104.
[Artamonov RG. Bolezn' Vil'sona —
Konovalova. Meditsinskiy nauchnyy i uchebno-
metodicheskiy zhurnal. 2004;7:98—104.]



