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Knroyeenle cnoea: b6onesHb BunbcoHa — KoHogarosa, 3abonegaHusi nedeHu y Oemed,
meOb, yepyronna3muH, konsya Katizepa — ®netiwepa, [-neHuyunamuH.

Cmamnbs nocesiujeHa pedkomy 3abonesaHuro nevyeHu — 6onesHu BunbcoHa — KoHosanosa.
[Ha+o onpedeneHue 60one3Hu, oceeweHbl 3MUOIO2US, NamoaeHe3s, Kriaccugpukayus, Ku-
HUYecKue npu3Haku, OuagHocmu4eckue Kpumepuu, Memoob! rieqdeHusi. [lpueedeH npumep
cobcmeeHHoe20 HabndeHusi criyvasi bone3Hu BunbcoHa — KoHosarnosa y desoyku 16 nem,
ompaskeHbl mpydHocmu Aua2HOCMUKU.
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The article is devoted to a rare liver disease — Wilson's Disease. The authors give the defini-
tion of the disease; throw light on its etiology, pathogenesis, classification, clinical features,
diagnostic criteria, and methods of treatment, providing the evidence of their own observa-
tion of Wilson's disease occurrence in a 16-year-old girl, describing the difficulties of diag-
nosing the case.

3aboneBaHusi NeyYeHy NpeacTaBnsloT cobon CroXHenwyo npobnemy npakTu-
Yyeckomn negmatpun. ITo 00yCnoBrneHo MHOroobpasvMem renatonaTuin (XPoOHUYecKne
BMPYCHblE renatuTbl, 6ONe3HN NevYeHn ayTOMMMYHHOIO reHe3a, HacneaCcTBEHHON U
OBMeHHOW 3TMonorun), TPYOHOCTbIO OMArHOCTUKM WU feYeHusi, HebraronpusTHbIM
TEYEeHNEM C paHHUM dopMMpOBaHMEM LMppo3a nedeHn. Okono 20% nauneHToB C
XPOHMYECKNMY 3a60MNeBaHUSMM NEYEHN Pas3nNMyYHON 3TUONOTMM UMEIOT abComnoTHbIE
M OTHOCUTENbHbIE NOKa3aHUA K TpaHcnnaHtTauum nevenu [9, 13, 14]. B cBasn ¢ MHo-
roobpasnem KriMHUYECKNX NPOSIBNIEHUI HEOOXOAMM CIOXHbIN ONArHOCTUYECKUIA MO-
UCK ANg yCTaHOBMNeHUsa avarHosa [7, 8].

OpHuM m3 peaknx (pacnpocTpaHeHHocTb 1-9 cnyyaeB Ha 100 000 Hacenenwus)
HacneacTBEHHbIX OOMEHHbIX 3aborieBaHui, MPOTEKAIOWMX C MOPaXeHUeM MneyeHu,
aBnsieTcs 6onesHb BunbcoHa — KoHoBanoBa (BBK, cMHOHWUMBI 2enamoneHmuKynisp-
Hasi OezeHepauusi, eenamouepebparnsHas ducmpogbuu), kog no MKB-10 — E83.0. 310
TSHKENoe nporpeccvpyloLlee HacneacteseHHoe 3aborneBaHve, nepejarolleecs no ay-
TOCOMHO-PELECCUBHOMY TUMY, B OCHOBE KOTOPOIO MNEXMUT HapyLLEHME IKCKpeLun Meau
M3 opraHusMa, nNpuBoAsLlee K U3ObITOYHOMY HAKOMMEHWIO 3TOTO0 MUKPO3NEMEHTa B
TKaHSAX U COYETAaHHOMY MOPAXEHMIO MAaPEHXMMATO3HbIX OPraHoB (Npexae BCero nedye-
HW) 1 TOMNOBHOIO Mo3ra (MPenMyLLEECTBEHHO NMOAKOPKOBbLIX Aaep) [5, 8, 9.

MpvymHon Bo3HUKHOBeHUA BEBK aBnstoTca mytaummn reHa ATP7B, koTopbIn noka-
nu3oBaH Ha 13- xpomocome B nokyce 13q14.3 u kogvpyeT Megb-TpaHCrnopTu-
pytowyto ATd-azy P-tuna — ATP7B. Hegoctatok AT®-a3bl 7B BoeidbiBaeT BBK. Hocu-
Tenem gedeKkTHOro reHa N0 OPUEHTMPOBOYHBIM OLEeHKaM siBnsieTcst Kaxabii 90—100-1
yenosek. PepmeHT AT®P-a3za 7B y4yacTByeT B BbiBEAEHUM Meau M3 opraHmama. OHa
OCYLLIECTBNSIET TPAHCMOPT MOHOB MeaW W3 KIeTKM 3a CYET SHEeprun pacluenneHus
ATO®, a Takke yyacTByeT B 06pa3oBaHMm PyHKLMOHANBHO aKTMBHOIO Liepysionna3mu-
Ha 13 anouepynonna3muHa, KOTopbI 3aTem BblaenseTcs B kpoBb. B kposn 80—90%
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Mean CBS3aHO C OCHOBHbIM ee nepeHocqMKoM LepynonnasMmmHoMm. OTcytctene ATO-
asbl 7B HapywaeT BblgeneHne Meay u3 roriloBHOro Mo3ra B KpOBb, 13 KPOBY B XXeryb U
Jaree ¢ kanom u3 opraHusma. Begylimm 3BeHOM naTtoreHesa SIBNAETCS XpOHMYeckas
WHTOKCVKaUuus medbto. Megb HakannmBaeTcs B NeYEHW, ceneseHke, noykax, rorioBHOM
MoO3re, poroBuLe, XpycTanuke rmasa u gpyrmx opraHax. /3bbitok megm B renatouutax
BeOET K reHepaumm cBOOOAHbIX paguKarnoB, NEPEKNCHOMY OKUCIIEHMIO NTMMUAOB U NO-
BPEXOEHMIO KIMETOYHbIX MembpaH, HeKpo3y renaTtouuToB, BoOchaneHuo, ¢ubpoasy,
nponuadepaumum Xen4dHblX NPOTOKOB U LUMppo3y. B cBA3M ¢ nUM3McoM renaTtoumToB Mno-
BbILLAETCH YpOBEHb CBOOOAHON Meau B CbIBOPOTKE KPOBW, 3HAYMTENbHO BO3pacTaet
BblBeJeHVe Mean ¢ Moyour. HakonneHnvwe meam B rorioBHOM MO3re BeOeT K HEKpo3y
HenpoHOB ¢ obpasosBaHueM nonocten (kmcT) [1-3, 12].

MMepBble KNUHMYECKME CMMMTOMbI 3aboneBaHus Yalle BCEero nposiBNSTCA B
Bo3pacTe oT 5 0o 45 net. OCHOBHbIMW OpraHaMn-MULLEHSIMU, KOTOPbIE NopaxaroT-
ca npu BBK, sBNsTCSA neyeHb, ronoBHOM MO3r 1 nodvku. 3aboneBaHue, sSBNSASCb
MYNbTUCUCTEMHBIM, 3aTparMBaeT MHOIME OpraHbl M CUCTEMbI, YTO onpegensieT
MHOroobpasve KnMHMYEeCKUX NPOSIBIIEHUI U MOXET co3faBaTb TPYAHOCTU B Auar-
HocTuke [4, 6, 10, 11, 14].

MpuBogum cnyyam TpyoHOW M NO3OHEN AMarHoCTMKM BonesHn BunbcoHa —
KoHoBanoga.

MauueHTka 0., 16 neT, nocTynuaa B CTauMoHap € *Kanobamu Ha yBenuyeHue pasme-
pOB }MBOTa.

AHamHe3 3a60a1e8aHUA: 33 6 MecALLEB A0 HACTOSALLEN roCNUTanM3aLmm B okTAbpe ae-
BOYKa 0bpatuiach K rMHEKOOry NO MOBOAY HEPEeryaspHOro MeHCTpyanbHOro uukna. Mo
AaHHbIM Y3U obHapy)KeHa gepmonaHas KUCTa NPaBOro AMYHMKA, 60/blioe CcKonseHne
KUAKOCTM B Manom Ta3dy. B gekabpe 2013 r. npoBeseHa LUMCTOBapPUOTYBIKTOMUSA Cnpasa
(rMcTonornyeckn noaTBepPXAEH AMArHos gepmouaHas Kucta). Mpu pesusun GprowHom
NoI0CTM 0BHapPYKEHO, YTO NeveHb anuddy3HO M3MeHEHa, MOBEPXHOCTb ByrpucTan. Mpous-
BegeHa buoncua nevyeHu: B npenapate «KapTUHa XPOHUYECKOro renatuta ¢ GopmmpoBa-
HUEM NOXKHbIX A0NeK». B BUOXMMUYECKMX aHaNM3ax KPOBU BbIABAEH CUHAPOM LIMTONM3A
nerxkon crenenm (ANT 52 Ea/a, ACT 112 Ea/a, npu Hopme go 40). OcmoTpeHa renaTono-
rOM, UCKNIOYEHbI XpOHUYecKue renaTtutbl B u C. PeKomeHZ0BaH npuem ypcocaHa. B 6uo-
XMMWYECKMX aHann3ax Kposu oT anpens 2014 r. ANT 29, ACT 61 Ea/n. B anpene aesouka
3amMeTuNa yBeNnYeHne pasMepoB KMBOTA, MO NOBOAY Yero caMocToATeIbHO obpaTunack K
Bpavy. B cBA3M C KAMHMYECKMMU CMMMNTOMAMM acLLMTa FrOCNUTANN3MPOBAHA B XMpypruye-
CKoe oTaeneHue, rae nposegeHa KT opraHoB GPOWHOM MOMOCTU: BbIPAaXKEHHbIN acLmT,
AnddysHble U3MEHEHUA NEYEHN C NPU3HAKAMKU ee OUCTOMUU U YMEHbLIEHUA Pa3Mepos,
KOHTYpbl HepoBHble Byrpuctble, cnneHomeranva. na pganbHenwero obcnefoBaHus u ne-
YeHuA nepesBeseHa B COMaTUYEeCKOe OTAeNeHne.

AHGMHe3 H(U3HU: OT BTOPOM 6epemeHHOCTU, NPOTEKaBLUEN YA0BNETBOPUTE/IbHO, BTO-
PbIX CPOYHbIX CaMOMPOU3BO/IbHLIX POAOB B TA3OBOM MpeaiexaHuu ¢ maccoit tena 3600,
AvHoM 52 cm. Ha rpyaHom BckapmavBaHuuy go 3 net. Pocnia 1 pa3suBaiach No Bospacty. B 6
NIeT nepeHecNa MEHUHTOKOKKOBYIO MHPEKLMIO C MEHWHTOKOKKLLEeMUEHN, Koraa B bruoxnmmnde-
CKOM aHa/i3e KPOBM OTMEYAsICA BbICOKMIA ypoBeHb BuampybuHa (4o 128 mkmonb/n), Bbipa-
YEHHbIN cnHapom umutonmsa (A/IT 1556 Hmonb/nc — B 10 pas Bbille BEPXHEN rpaHULLbl HOp-
Mbl). O6cneoBaHWi Ha NpeaMeT STUONOTMM FenaTUTa U AaNbHENLLIErO KOHTPOAA 338 Broxnmun-
YECKMMM aHa/IM3aMK He NPOBOAMNOCE. ANNEProNOrMYECcKUA aHaMHe3 He oTaroLleH. Mpodu-
JNIAKTUYECKME NMPUBUBKU NPOBOAMIUCL MO HALMOHAZIbHOMY KaneHZaplo, peakuua MaHTy B
npeaenax Hopmbl. HacneactBeHHOCTb MO 3a601€BaHNAM NeYeHN He OTAroweHa. Y poacTeeH-
HULLbI MO JIMHMK OTLA PaK ANYHMKA. CoLManbHbIi aHamHe3 61aronoyyHbIN.

KnuHu4yeckue daHHble npu nocmynneHuu 8 cmayuoHap: CoctoaHue Taxenoe, obycnos-
JNIEHHOEe COCTOAHMAMM aCLMTa, aHEMUW, BbIPAXKEHHbIM aCTEHO-HEBPOTUYECKMM CUHAPOMOM
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(BANOCTb, COHNMBOCTb, 3MOLMOHAAbHAA NabUNBHOCTL, HEraTUBHOE OTHOLLEHWE K NPebbiBaHUIO
B CTaLMOHape, NNaKCMBOCTb, arpeccMBHOCTb). lMonoXeHNe aKTMBHOE. ACTEHWYECKOro Teno-
CNOXKEHUSA, NOHWKEHHOro NuTaHusa. PocT 173 cm (7-1 kKopuagop), macca 57 Kr (5-i Kopuaop).
KoykHble MoKpoBbl 6aegHble, HOPMANbHOW BAAXKHOCTW, YrpeBas Cbilb Ha WL, HA YKMBOTE
pacyecsl, pybeL, OT nanapocKonMYecKon onepauun. BHeneuéHouHbIx NposBaeHni HeT. Cinsu-
CTasA NONOCTM PTa YNCTasA, PO30Bas. A3bIK 06/I0XKEH ryCTbIM ¥KeTOBaTbIM HaIETOM. MoAKOKHO-
YKMPOBas KNeT4yaTKa pa3BuTa PaBHOMEPHO NOHMMKEHHO. JTumdaTnyeckue y3nbl NanbnUpyoTca
e4MHUYHble 1-r0 nopsAKa NoAYentocTHble, NogMblleYHble, 6e360ne3HeHHble, NOABUMKHbIE.
MacTo3HOCTb rosieHen. KocTHaa cuctema m cycTaBbl 63 BUAMMBbIX fedopmaunii, ABUNKEHUSA B
CycTaBax B No/IHOM obbeme. MbilweyHas cuctema 6e3 NaToNormyecknx M3MeHeHun. B nerkmx
[OblXaHWe BE3UKYNAPHOE, NPOBOAMTCA NO BCEM JIETOYHbIM NOJIAM, XPUMNOB HeT. MepKyTopHO
ACHbIN NeroyHoi 3syk. Y 20 B MMHyTY. TOHbI cepaua AcHble, pUTMUYHble. YCC 86 B MUHYTY.
CUCTONMYECKUIA LIYM Ha BepXyLUKe cepaua. MpaHuLbl OTHOCUTENIBHOW CepAEYHOM TYynocTn B
npegenax Hopmbl. A 96/56 mm pT. cT. HMBOT yBenimyeH B 06béMe. OKPYXKHOCTb XMBOTa
81 cm. Manbnaumsa XKUBOTA 3aTPyAHEHA M3-32 CKOMJIEHWUA KMUAKOCTU B OPIOLWHOM NOMOCTH,
6e360ne3HeHHasn. MonoxuTebHbIe NasbnaTopHblE WU NEPKYTOPHbIE CMMMNTOMbI acumTa. Me-
YeHb M ceneséHKa He nanbnupytoTtca. CTyn U MoYencnycKaHue He HapyLUEHbI.

LnTtoBnaHas xenesa | c1., anddysHana. Nonosoe passutue: Mad, Ax3, P3, Me c 14
NET, He peryaspHble, ameHopes BTOPUYHasA.

OpraHbl YyBCTB: MMOMNUA (HOCUT OUKM).

JlaHHbIe 1abopamopHO20 U (hyHKUUOHAbHO20 06C1edo8aHuUA

Obwuli aHanu3 Kposu: DPUTPOLMUTI 4,05x1012, remornobun 113 r/n, TpomGOLMTHI
65x% 106, nenKouuTbl 2,8% 109, nasioykosaepHble 5%, cermeHTonaepHble 44%, nnmeounTsl 48%,
MOHOUMTbI 1%, CO3 5 mm/u. B panbHeiem oTMeUeHbl neiKoneHuna ao 2,4><109, Tpomboum-
TONeHuA o 41><106, aHemua ¢ remornoburom ao 103 r/n.

O6wuli aHaau3 mo4u 6e3 natonoruu.

Kan Ha aliya enucm oTpuuaTeNbHbIi.

Buoxumuyeckuli aHanu3 kposu: BunnpybuH obuwmin 12 mkmonb/n — npamoit 1 — He-
npsamont 11, ANT 31 Ea/a, ACT 66 Ea/n, wenouHas docdatasa 267 Ea/a, NAr 320 Ea/n, cbi-
BOPOTOYHOE Ke/ie30 9 MKMO/Ib/N, MoyeBMHa 2,1 MMOAb//, KpeaTUHUH 57 MKMOb/A, Xone-
ctepuH 3,7 MMOJIb/A, TOKO3a 4,5 MMOJIb/A1, NakTaT 2 Mmonb/n, obwmin 6enok 56 r/n, anb-
6ymunHbl 41,25%, anbdal 4,65%, anbda2 8,96%, 6eta 11,56%, ramma 33,85%, cooTHOLLEHME
anbbymuHbl/rnobynnHbl 0,7. CPB otpuuatensHblit. AN 3,8 ME/mn (Hopma ao 14,4), uepy-
fionnasmuH 78 mr/an.

Koaaynoepamma: NTU 71%. MTB 17,4 ¢, AYTB 41,8 ¢, TB 19,6 c. dubpuHoreH 2,71 r/n,
Nno 1,46, MHO 1,5, POMK oTpuuaTenbHas.

HapyLeHuin KNCNOTHO-OCHOBHOIO COCTOSHUSA, 3/1IEKTPOIUTHOTO 06MEHA He BbISIBNEHO.

CymoyHasa mo4a Ha medb 1,4 mkmonb/n (Hopma oo 0,94).

Mapképbl supycHbix 2enamumos 6 Kposu — AHTM-HDV, HBsAg, AHTMHBCM,
AHTUHBccym. AHTUHBe, AHTMHCV ot 30.04.2013 r. oTpuuaTenbHble.

MaHens aymoaHmumen npu aymoumMmyHHbIX 3a6071e8aHUAX neyeHU (MmmyHobnor) —
AMA-M2, M2-3E, SP100, PML, GP210, LKM-1, LC-1, SLA/LP, SSA/RO-52 — oTpuuaTensHble.

NBA Kposu Ha 2enbMuHMbI: aHTUTENA K ackapmae TmTp 1:100, K 3XMHOKOKKY, Onu-
CTOPX03Y, TPUXMHENE, TOKCOKApe — OTpULLaTENbHbIE.

AHQ/IU3 KPOBU HA 20PMOHbI UUMOBUOHOU Hcenessbl T; cB. 2,9 nmonb/n (Hopma), T,
cB. 13,2 nmonb/n (Hopma), TTT 3,3 MKME/Mmn (Hopma), nponaktuH 626 mMe/mn (Hopma).

Pesynsmamel uccnedosaHus Ha mybepKynes, cugunuc, BUY-uHgpekyuo oTpuua-
TeNbHble.

AHGU3 NYHKMama KOCMHO20 M032d. 3aK/Ilo4eHMe: KOCTHbIW MO3T TMNOKNETOYHbIN,
COCTaB MOJMMOPOHBIA MUENOUAHBLIN WU 3PUTPOMAHbLIN. POCTOK npeactaB/ieH XOpoulo.
TpomboLUTbl B HEGONLLIOM KONNYECTBE, CKOMNEHUAMM.
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330¢hazoeacmpodyodeHockonusa: Heatpoduyeckuii ractput. O4arosblit 4yO4EeHUT.

Y3U opeaHos 6prowHol nosocmu: XO-NpU3HaKM BbIPasKEHHOro acumTa, renaTtoc-
NAeHOMEraanunm c BblpaXKeHHbIM ANPPY3HO-HEOAHOPOAHBIM MU3MEHEHMEM MAPEHXMMbI
neyeHM N yMepPeHHbIM YMNJOTHEHMEM MAPEHXMMbl CeNe3éHKU. YBeNnyeHue pasmepos
YKEMYHOTOo Ny3bIPA C BbIPAXKEHHbIM YTO/ILLEHNEM Ero CTEHKM U CUHAPOMOM «C/1agKay.

Y3/ cocydos rneyeHu, cene3éHKU: CTEHKN BOPOTHOM BEHbI YNIOTHEHDI. [TeyeHouYHble
BEHbl B gMameTpe 5 MM, CKOpPOCTb 32 CM/C, TUM KPOBOTOKa BeHO3HbI. HINB B anameTpe
14 mm, ckopocTb 100 cm/c, BEHO3HbIM TUM KPOBOTOKa. IXO-NpU3HaKK nepunopTasbHOro
LUMppOo3a C pacliMpeHMeM MPOCBETA CeNe3EHOYHON, BEpPXHEN BpPbIXKeeyHol 1 1eBoi no-
YyeyHoi BeH. [lonnaeporpaduyeckne NpmusHaKM CHUKEHUA NOKasaTesell KPOBOTOKA B CUC-
TeMe BOPOTHOW M Cene3éHOYHOW BeH, YTO CBMAETENLbCTBYET O MOBbLILEHUN AABNEHUA B
cUcTEME BOPOTHO-CENE3EHOYHOM BeH. BbICOKMI MHAEKC nepudepuyeckoro conpoTtmse-
HUA B cCOBCTBEHHO NEYEHOYHOMN apTepun CBUAETENbCTBYET O BbICOKOM 3XOMNOTHOCTU Na-
PEHXMMbI MEeYeHMU.

3xokapouoepagpua: MMK 1-i ctenenun. NTK 2-i cteneHn. MHoxKecTBeHHble AXJTHK.

9KT: YCC 76-84 B MMH. PUTM cuHycoBbIit. HopmanbHoe nonoxeHne S0C. HapylweHue
BHYTPUXKENYA0UYKOBOW NPOBOAMMOCTU. CUHAPOM PaHHelN penonapm3aLLmm Kenyg0uKoB.

KoHcynemayusa ogpmanemonoza. Muonua cnabow creneHu.

PeHmeeHozepagus opaaHos 2pyOHoU Knemku 8 npAmMol npoeKyuu: NeroyvHble noas
6e3 04aroBblX, UHPUNBLTPATUBHBIX TEHEW, HECKOJIbKO YCUNEH MPUKOPHEBOW PUCYHOK, KOp-
HWU MaNOCTPYKTYpPHbI, TAXMUCTbI. CUHYCbl CBOBOAHbI, Kynosa Auad-parmbl HECKOIbKO Npu-
noaHAaTbl. CepaLe 0bblYHbIX Pa3mMepoB U KoHOUrypaLmu.

Ha OCHOBaHMW KAMHWYECKMX OAHHbIX B BUAE CMHAPOMA acuuTa, AaHHbIX Y3U n KT
OpraHoB H6PIOLWHOM NONOCTH, TMCTONOMMYECKOro UCCef0BaHMA BuonTaTa nevyeHun, nabopa-
TOPHbIX U3MEHEHWI B BUAE NEWKOMNEHUN, TPOMBOLUTONEHUN, MUHUMANBHOIO CUHAPOMA
UMTONN3A, TMNOANbOYMUHEMWUK, TMUNEPraMMariobyIMHEMUM, CHUKEHNA NPOTPOMOUHOBO-
ro MHAEKCA BbICTaB/EeH OCHOBHOW KAWHUYECKMI anarHos: Luppos nevenun, ctagus 3—C no
Yanng-MNMbto. MNe4y€HOYHO-KNETOYHAA HeAOoCTaTOMHOCTb. AcunT. CUHAPOM BTOPUYHOTO TU-
nepcnaeHnsma: TpombouuToneHus, neikoneHus. bonesHob BunbcoHa — KoHoBanoBsa?

B npougecce AMarHOCTMYECKOro NOMCKa STUOIOTUKN LMPPO3a NEeYeHU UCKAHOYEHbI IKCT-
paneyeHoYHble NpPobaembl (OHKONOrMYeCKMe 3aboneBaHnA, 601e3HN KPOBETBOPEHUA, Cep-
[AEe4YHO-COCYANCTOM CUCTEMBI, SHOOKPUHHOM CUCTEMbI, FeIbMUHTO3bI, CreLuduyeckne reHe-
pann3oBaHHble MHGEKLMUN), XPOHNYECKME BUPYCHbIE renaTuTbl, ayTOUMMYHHbIM renaTuT.

[N yTouHeHua guarHo3a 60abHanA 6bl1a Hanpas/ieHa B OTAENEHWNE racTPOIHTEPOIOTMM C
renatonoruyeckon rpynnoit Prey Hayuubii ueHTp 300poBba geteir PAMH, r. Mocksa, rae
661211 NpoBeAEHbI AONONHUTENbHbBIE METOAbI UCCAEA0BAHUA:

Kposb Ha yepynonnasmuH: 14 mr/on (Hopma 22-60).

CymoyHas aKkckpeyua meou ¢ moyoii: 50,1 mkr/n (132,9 mkr/cyrt.), Ha doHe npuema
Kynpenuna 869,5 mkr//1 (1695 mKr/cyT.).

Kposb Ha [JHK-OuazHocmuKy 6one3Hu BunbcoHa — KOHO8A108a: € LE/bio NoUCKa Hambo-
nee yvacTbix MyTauuin ATP7B BbisneHbl myTaumm c¢.3207C>A mn ¢.3402delC B KomnayHA-
reTepo3nroTHOM COCTOAHMMN.

JuaeHo3: 6onesHb BunbcoHa — KoHoBanoBa. MoNeKyNsApHO-TEHETUYECKMM METOLOM
noATBEPXKAEH.

CyuHmuepagus nevyeHu: anddysHble U3MEHEHUS NnedYeHn, NpusHakm ¢nbposa, nop-
Ta/bHaA runepteHsus. CnaeHomeranms.

33l ymepeHHble anddysHble U3MEHEHUA C NPU3HAKaMN ANCOYHKLUN anaHUedanb-
HbIX CTPYKTYP, C COXPaHEHHbIM, HEpEeryaapHbiM, Clerka 3amea/IeHHbIM PUTMOM KOpbI
60nbLWNX NONYLIAPWIA.

MPT 20/108H020 M032a: NPU3HAKOB 06BEMHOIO U/U/M 04aroBOro MoOpaXKeHus Belue-
CTBa roJIOBHOIO MO3ra He BbIABAEHO.
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3r/JC: MHOXKeCTBEHHbIE 3PO3UN N aKTUBHbIE A3Bbl ¥Ke/yAKa. BbICOKMI PUCK NOTEHUU-
a/IbHOTO  }KeNYyA04YHO-KULWEYHOTO KPOBOTEYEHMA. DPO3UBHLIN 330¢arut. BapuKosHO-
paclumMpeHHble BeHbl nuwesosa | cT. Kapano-3sodaranbHolii nponanc. lyoaeHuT.

dubpoanacmomempus rneveHu: F4 no wKkane Metavir.

KoHcynbmayus ogpmanemosnoaa: Hanndme Konew, Kalisepa — dneiwepa cnpasa u cnesa.

Mo pe3ynbTaTam MccnenoBaHWA BbiCTaBAeH auarHos: LiMppos neyenun B ucxom 6o-
ne3Hu BunbcoHa — KoHoBasnosa.

3akno4yumensHolli 0cHosHoU duazHo3: 6one3Hb BuabcoHa — KoHOBanoBa, neyeHou-
Has (abmomuHanbHasa) ¢dopma. LIMppos neyeHU LeKOMMEHCUPOBaAHHbIM. CMHAPOM BTO-
PUYHOrO rMnepcnaeHn3ama: TpombounToneHus, neiikoneHma. CUHAPOM MOPTANbHOU -
nepTeH3nn. BapnkosHOo paclimpeHHble BeHbl nuuiesoaa | cT.

Conymcmeytoujuli: A3BeHHan 60/1e3Hb KenyaKa, aKTUBHbIE A3Bbl, CTagUA SNUTENnN3a-
umnmn. CocTosHMA Nocae onepaTMBHOIO IeYEHMA AEPMOUAHON KUCTbl NPAaBOro ANYHMKA.

HasHaueHa naToreHeTU4Yeckana Tepanua: A-NEeHUUWANaMWH (KynpeHwn), npenapar
UMHKa (LMHKTEpan), NMpUAOKCUHA TMAPOXA0PUA, AMETA C UCKNOYEHUEM NPOAYKTOB, 60-
raTbix meabto. Ha ¢oHe NnpoBeLEHHOrO fleYeHMA OTMEYEHa BbipaXKeHHaA NOMOXKUTEbHAA
OVHaMMKa.

BbiBoAbl

1. B peTcKkon npakTuke MNpu BbISIBNEHUN MOPaXEHUN NeyYeHu Heobxoammo
nposeaeHWe TWAaTenbHOro AMarHOCTUYECKOro rnoucka atuonormdeckoro dakropa
renaronaTuun, KeanuuUMpOBaHHbLIM Noaxond, AMHaMuyeckoe HabnogeHve nns
n3bexxaHns No3gHen MarHOCTUKM U Pa3BUTUSE OCIIOXKHEHWIA.

2. BBK pomxHa npegnonaratbCs y KaXgoro naumMeHTa ¢ naTonornen neyeHn
HeycTaHoBreHHon aTtmnonoruun. Kpome Toro, nckntovats 6BK crneagyeT y Bcex nauu-
€HTOB C MpM3HAKaMM XPOHUYECKOro renatuta UM umpposa nevyeHun, He3aBUCUMO
OT HanMuns «gpyrov» Gonee YyacTon NpUYNHBLI 3aboNeBaHNsA NeYeHN.
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