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The review considers the etiology, pathogenesis, clinical manifestations, diagnosis and treatment of the rare genetic disease Wilson’s
disease. The author underlines the need for its early diagnosis as the latter is treatable.
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BOJ‘[C3HB Bunbcona — KoHoBasioBa (renaTosieHTH-
KyJIsipHast JereHepalus) — TeHeTUYEeCKU HeTep-
MHUHUPOBAHHBIN IedeKT oOMeHa MeIu, TPUBOMSIINI
K HapylIeHUIo (GhYHKITNY TTeYeHU U IeTeHepaTUBHBIM 13-
MEHCHUSIM B 0a3aTbHBIX siIpax rOJJOBHOTO MO3Ta.

S.A.K. Wilson Bnepsbie B 1912 1. nan kjaccuyeckoe
omnucaHue OOJIE3HW W OTMETUJI ee IMaToMopdoioTuiec-
kue ocobeHHocTu. Panee B 1902 . B. Kayser onucan
y MaIMeHTa XapaKTepHYIo UIS 3TOTO 3a00JIeBaHUs Oypo-
3eJICHYI0 MUIMeHTaluo paayxku, a B. Fleischer B 1903 .
COTIOCTaBWJI TAHHBIN CUMIITOM C KIIMHUYECKUMM TIPOSIB-
JICHUSIMU «TICEBIOCKIIepO3a» (Tak B TOT ITEPUOJ Ha3bIBa-
JIoch 3a0oJieBaHME). 3HAMEHUTHI OTEUYECTBEHHBIN He-
BpoJjior akageMmuk AMH CCCP H.B. KoHoBanoB, onux
n3 oOcHoBareneil MHCTUTYTa HEBPOJOTUU, TTOCBSTHI
5TOMY 3a00JIeBaHUIO IBC MOHOTpaduu, TOCICTHSS W3
KOTOPHIX B 1964 T. 6bU1a ymoctoeHa JICHUHCKOM ITPEMUM.
B mocnemyrorye roasl COTpYITHUKY HEHPOTEHETUIECKOTO
otaeneHus VIHCTUTYTa HEBPOJIOTUY TTPOIOJIKAINA U3yde-
Hue rarojoruu. 3a 40-1eTHUi Tepro 1o UxX HabIoae-
HUeM Haxoauioch 6osee 500 cemeil, OTATOIIEHHBIX 3TUM
Henyrom [1, 2].
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3a00JIeBaHUSI OTMEUaeTCsl Y eBpeeB, XXKUBYIINUX B BocTou-
Hoii EBpore, y uTanbsHIIEeB, MpoXuBaomux Ha CHLm-
JINU, U Y SIMOHLIEB — KUTEJIEH MaJeHbKUX OCTPOBOB [3].
Turm HacyemoBaHMST — ayTOCOMHO-PEIECCUBHBIN. [eH
ATP7B, oTBeTCTBEHHBbI 3a pa3BUTHE 00JE3HU, PaCIOJIO-
>K€H Ha JUTMHHOM Tuteue xpoMocombl 13 (13q14.3—q21.1).
Onucano 6osee 300 paznuuHbIx myTauuii reHa ATP7B[3].
ITo nannbim P. Ferenci, npu renaToieHTUKYJISIPHON Jere-
Hepaluu HauboJsee yactoit Mytauueit B EBporie sipisiercst
H1069Q, B Mcrmanuu — M645R, B crpanax BocTouHoit
Asvn — R778L [4].

IMatoreHes ©o0sie3HM W3Y4YeH HeNOCTAaTOYHO. [eH
ATP7B xonupyeT (GpepMeHT, OCYLIECTBISIIOIINI IKCKpe-
IO MEIM B JKETYb W COCTUHEHUE MEIU C LIepyJIoTIa3-
MHWHOM. DKCKPEIUsT MU U3 TIeYeHU B KeJIIb TIPY TaH-
HOM 3abosieBaHNN cHIKeHa 110 20—30% oT HopMaJTbHOI,
COOTBETCTBEHHO CHITKCHA M DKCKPEIUS MEAM C KaJoM.
[penronaraercst, YT0 OpraHU3M OOJIEHOTO HECTIOCOOEH
IPOU3BOIUTE TOCTATOYHOE KOJTMYECTBO IEPYJIOTIa3MHU-
Ha — 0esKa KpOBU, KOTOPBIN CBSI3BIBACT MeIb M y4acT-
BYET B e¢ TpaHcmopTe. M3BecTHO, uTo 95 % Menu B ChIBO-
POTKE KPOBM HAXOIMUTCSI B COCTaBe liepyJiorjiasMuHa |[3].
Lepymorura3MH UTpaeT BaKHYIO pOJIb B OOMEHE XkeJe3a.
[To npyroii rumore3e MePBUYHBIM 3BEHOM OOJIE3HW CUHU-
TaeTCs HapylIeHNe MeTaboM3Ma MeIA B TIEYCHM, a CHHU-
JKCHUE YPOBHS IIepyJIOTIa3MIUHA SIBJISICTCST €TO TTOCIIeIC-
TBUEeM. BHe 3aBUCHMOCTH OT TOTO, KaKOe 3BEHO SIBJISICTCS
MEepBUYHBIM, MeIb HAKAILIMBAETCSI B TIEYeHU, UTO TIPU-
BOINT K IIUTOTOKCHYECKOMY 3((DEKTY ¢ TTOBpeXKICHUEM
MUTOXOHIPUIA 1 TIEPOKCUCOM TeaToIuTOB. OTIOXKEHUS
MeIX B TOJJOBHOM MO3Te (TIPEMMYIICCTBEHHO B Oa3ab-
HBIX €TO0 Siipax) BBI3BIBAIOT Pa3BUTHE IPYOOI HEBPOJIOTH-
YEeCKOI CMMIITOMATHKH, a B pagyXkKe — (hOpMHUpOBaHUE
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kombita Kaiizepa — @reitiepa (HakoruieHre 6ypo-3eiie-
HOTO MUTMEHTA).

KnuHuyeckne nposiByieHns

HavanbHbple TIpU3HaKU OOJIC3HW MOTYT TOSIBUTHCS B
TIETCKOM, TTOAPOCTKOBOM, IOHOIIIECKOM, 3PEJIOM BO3pac-
Te U oueHb penko — B 50—60 net [5]. Hecmotpst Ha To
YTO HapyIICHUS oOMeHa MEIM OTMEYaloTCsS ¢ MOMEHTa
pOXIeHHUsT pebeHKa, KIMHUYCCKUE CHUMITTOMBI TTOSTB-
JISIIOTCST HE cpasy, a CIycTs HekoTopoe BpeMsi. A. Taly u
COaBT. HA OCHOBAaHWM U3YyYCHUST KITMHUICCKUX ITPOSIBIIC-
HUI y 282 OOJbHBIX MPUBOJST CPENHUI BO3pACT 1e0I0Ta
3abosneBaHus — 15,9 roga. Camomy MiaaieMy NauueHTy
0b1710 4 Toma. YeM paHbIlle HAUMHACTCS 3a00JICBaHUE, TEM
TsIKeJiee OHO MpoTeKaer [2, 3, 6].

V nereii ¢ HayasioMm O6ose3Hu 10 10-1eTHero Bo3pac-
Ta TIPeodIamaloT MOpakKeHUs IeYeHU 0e3 YeTKUX He-
BPOJIOTUYECKUX CHUMIITOMOB, HO BCTpEYArOTCS CIIydaun
C HATMYIMEM Y TTAlIMEHTOB HEBPOJIOTMUECKUX CUMITTOMOB.
HakoruteHne Menu B TMEeYeHU MOXKET BBI3BIBATH OCTPOE
WJIK XpOHUYECKOE BocMaieHHe (TeraTuT), JIM0O TSKETyIo
MIporpeccupyoInyo 0ojie3Hb — IUppo3 meyeHu. Cre-
TIEHb TIOPAXKCHUSI TTEYCHU MOXET OBITh Pa3IMIHON — OT
YMEPEHHOTO TIOBBIIICHUS aKTUBHOCTH TpaHCAMUHA3 JIO
TSDKEJION TIeUeHOYHOW HemocTaToyHOoCTH. C TopaXkeHM-
€M ITeYCHU CBSI3aHBI TAKME KITMHUICCKIE CUMITTOMBI, KaK
C1aboCTh, TIOTEPSI aNTeTUTa BIUIOTH IO aHOPEKCHUM, TIO-
Tepsl Macca, pa3BUTHE XeaTyxu u acumra. Y 10% nereit
3ab0JieBaHNE MOXET IeOI0TUPOBATh aHEMUEH ¢ JIeHKoTTe-
Huei u TpomboruTorneHuei [3]. Onpenensitorcst renaTo-
U cruieHoMeranus (MHoraa Jinbo To, 11bo apyroe). 3abo-
JIeBaHWE MOXET IPUoOpeTaTh hataabHOE TeUCHHE.

Cuwuraercs, uyto B Bo3pacte 10—20 yiet u cTapiiie rnpe-
obsagaT GopMbl 3a00JIeBaHUSI ¢ HEBPOJIOTUYECKUMU
rposiBiieHusIMU (69%), pexke BCTpedaroTcsi (hOpMBI TOJTb-
KO ¢ re4eHoUHbIMY (14,9%) 1 N30TMPOBaHHBIMHM TICHUXH-
arpuaeckumi (2,4%) cumnromamu. B 5,3% Bcex ciydaeB
3a001eBaHMEe TIPOTEKAET ACUMIITOMHO [6].

Hesposorunueckasi hopma 3adosieBaHUsST TPOTPecCcUu-
pyeT MeIUleHHee, YeM TieueHOYHas. HeBposornmyeckue
TIPOSIBJICHMSI CTAHOBSITCSI OYCBUIHBIMU BO BTOPYIO, PexKe
TPETHIO AeKaIy XXKU3HU. K HEBPOIOTMIECKUM CUMIITOMAaM
00JIe3HN OTHOCSITCST TPEMOD TOJIOBBI, PYK W HOT, STBIICHUSI
MUCTOHWM C Pa3BUTHEM aHOMAJIbHBIX 1103, TMIICPKUHE-
30B, OpagWKWHE3WM, KOTopasi OCOOCHHO BBhIpaXkeHa B
MBIIIIIAX SI3bIKa, TY0 M JKeBaTeJIbHOI MyCKyJIaType.

[lepBbIM CHMITTOMOM 3a00JIeBaHUS SIBJISTIOTCS, Kak
npaBwio, OyabOapHble HapylieHus. Peub cTaHOBUTCS
CMa3aHHOM, 3aMeJICHHON, OKOHYAHMS CJIOB <«IIpOTJIa-
THIBAIOTCSI». MOXET M3BMEHUThCS TeMOp rojioca — CTaTh
6oJjiee TPyOBIM MU TTAIIMEHT MOXKET TOBOPUTH IIIECITOTOM.
B HekoTopbix ciyuasx pa3BuBaercst aucdarusi. B dasze
Pa3BEpPHYTHIX KIWHWUYECKUX ITPOSIBJICHWI y ITalMeHTa
XapaKTepHBIN BHENITHUI BUI — (DUKCUPOBAHHAS YTBIOKA
(BbI3BaHHAsI peTpaklMell BepxHeil TyObl), CIIOHOTeYe-
Hue. OTMeYaroTCsT HapyIieHue KOOpAMHAIINY IBVUXKESHHMH,

MOTOpHAsl HEJIOBKOCTb, aTaKCHWsl, HapyIIeHUsSI TOHKO
MOTOPHUKHM B KUCTSX pyK. TpeMop MOXET IMPUCYTCTBOBATh
TOJIbKO B OJHOW pyKe WJIM HOTe, JTMOO 3aXBaTbIBaTh BCE
yeThipe KoHeuHocTH. [1o Mepe nporpeccupoBaHus 3a00-
JIeBaHUST Pa3BUBAIOTCSI PUTUIHOCTb, KOHTPAKTYpPhl U TO-
HUYECKHE CITa3Mbl MBIIIIII.

W.A. MBaHoBa-CMoJI€HCKAs OTHOCUT K CUMIITOMam
paHHe# cTaguu 3a00JIeBaHUS XKEITYXY, TTOBTOPHBIE KpPO-
BOTEYEHUST U3 HOCA, KPOBOTOUMBOCTD JIECEH U MHOXKEC-
TBEHHBIE KPOBOMOATEKM, CIEUU(PUISCKUE COCYIUCThIE
«3BE3I0YKM» Ha KOXe TPYAW W KMBOTA, CBOCOOpa3HbIe
noJjocku (0esble, ¢ MEPUOIMYECKO CMEHOI OKpacky Ha
KpacHOBAaTO-CHUHIOIIHYIO) Ha GellpaX U B TTOAMBIIIECYHBIX
00J1aCTSIX, TOPMOHAIbHBIE HAPYIIEHUs B BUIE aMeHOpPEU
¥ JUCMEHOPEN Y AEeBYIIEK U THHEKOMACTHH Y IOHOIIIEH, a
TaKXKe BBICOKUI POCT, OOJIBIION pa3Mep CTOIBI U aKpo-
MeTaJINIo, Hepe3Koe CHIDKEHNE MHTEJUIEKTa U U3MEHEHUS
MCUXUKU B BUIE YepeOBaHUS NypallUIMBOCTH U TOHU-
>KEHHOT'O HacTpoeHus [2].

Y oTnenbHbIX TAalUEHTOB ¢ 60J1e3HbI0 Buibcona—Ko-
HOBAJIOBA MOTYT OTMEUaThCsl MCUXUATPUUECKUE TPOSB-
JIEHWST — 4upe3MepHast aXXUTalus U pa3apakuTeTbHOCTb,
nepernagbl HACTPOSHUSI, TPEBOXHOCTb, HCTEPUYECKHE
CUMIITOMBI WJIM JAenpeccusi. Y He3HAYUTEJbHOM JacTu
MalMEeHTOB Pa3BUBAIOTCS JEMEHIIUST M, B TSIKEIBIX CITy-
yasix, ncuxosbl. A. Soltanzadeh u coaBT. moJUYepKUBAIOT,
YTO HauboJiee YacThIM HEBPOJOTMYECKUM CHMIITOMOM
SIBJISIIOTCST IU3apTPUsI, U30BITOYHOE CIIIOHOTEYEHUE, TPe-
MOp U u3MeHeHus noxoaku [7]. K peaxum nposiBieHu-
SIM OTHOCSATCS cymoporu — B 4,2% Bcex ciydaes [8]. [1pu
6ose3Hu Bubcona—KoHoOBa1oBa MOTYT TaKxKe CTpaaaTh
MOYKM (OTMEUYAETCs TUTIEPKATBLIMYPHS U He(POKaIbII-
HO3), MOSIBJISAITLCS TISITHA TUTTEPITMTMEHTALIMU, MOTYT pa3-
BUBATBLCST TEMOJIU3, TIPUBOISIINI K aHEMUU, TPOMOOLI -
TONEHUS U KpoBoTeueHust. HakorieHre Meau B cyctaBax
MPUBOIUT K OCTEOAPTPUTAM, B CepAlle — K KapaAuOMUO-
MaThu.

BAuarHocTtuka 6onesHn BunbcoHa—KoHoBanosa

ITo cBOMM KJIMHWYECKUM TIPOSIBJIEHUSIM TernaToIeH-
TUKYJISIpHAs JereHeparusi MOXET HAITOMUHATh MHOTHE
HeBpOJIOTnYecKre 3aboJieBaHUs, MMO3TOMY YacTO JMar-
HOCTUPYETCSl CO 3HAYMUTEJbHBIM onosaaHueM [7]. B To
’Ke BpeMsl 4pe3BBIYAilHO BakKHA paHHSs AMArHOCTHKA,
TaK Kak 3a0ojieBaHUE SIBJIIETCSI KypaOeabHbIM. B monb3y
6osie3Hn BuiibconHa—KoHoBasioBa roBopsT clieayoliue
JIAHHBIE JTAOOPATOPHBIX MCCIICTOBAHMIA:

1. Huskuii ypoBeHb LiepyJioruia3MruHa B KpoBU (y
10% manumeHToB ypOBeHb LIEPY/IOMJIa3MUHA MOXET OBITh
HOpMaJIbHBbIM). YMEHbILIEHUE COJEPXKAHUS 1IepyJIoria3-
MUHA B KPOBU MOXET HaOI0AaThCsl HE TOJBKO TpU 00-
Je3Hn BuibcoHa—KoHoBanoBa, HO W MNpu HePpoTU-
YeCcKOM CHUHApoMe U Tipu 6osie3nu Menkeca [3]. Kpome
TOTO, CHIDKEHUE YPOBHS LIEPYJIONIa3MUHA OTMEYaeTCs y
Hocuteneit reHa ATP7B (1% B o61eit mormysiuum) [3].

2. VYBeiquueHue coJepxXaHWsl MEIU B CYTOYHOI
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moue 6osee 100 M. Tect uMeeT BbICOKYI0 MHGOPMATHUB-
HOCTb y MallMEHTOB ¢ aKTUBHBIM TIPOLIECCOM B TIEYEHU U
HU3KYIO MPY aCUMITOMHOM TeueHuu 0ojie3Hu [9], oco-
OeHHO y AeTeit B Bo3pacte 1o 15 jet [10].

3. O6HapyxeHue kojen Kaitzepa—Deiimepa mpu
0CMOTpe I1a3Horo AHa. OHU MPEeACTaBISIOT CO00I 30J10-
THCTBIC WIA OYPO-3eIeHBIE KOJIbIIa BOKPYT PamIyskKKH IJ1a3
(MOTYT OBITh TTOJTHBIMM WJIA HETOJHBIMU). ¥ HEKOTOPBIX
OOJTBHBIX 3TOT MPU3HAK OOHAPYKWBAIOT IMPU HOPMAaTb-
HOM YypOBHE IiepyiioriazMuHa. CunTaeTcs, 94To KoJbla
Kaiizepa—®Dneiiiepa He HaXOOAT y JeTeil MOIOXe 7 JIeT
[3]. Kosblia MOXHO YBMIIETh HEBOOPYXKEHHBIM TJIa30M.
Y KkapernaspIxX MalMEeHTOB [UISI WX BBISIBJICHUS HEOOXO0-
JIUM OCMOTP C TIOMOIIIBIO IIIEJIEBO JIaMITbl. BeposTHOCTh
obHapyxenust kojen Kaitzepa—®eiiiepa y mauueH-
Ta C HEBPOJOTUYECKUMU CUMIITOMAMM ITPUOIMNKACTCS
K 100%, y manmeHToB ¢ MMeYeHOYHBIMU CUMITTOMAMK —
86%, y TallMEHTOB ¢ aCUMITOMHBIM TeueHueM — 59%
[6]. 3HaunTeBLHO pexke MPU OPTATBMOJIOTMYECKOM OC-
MOTpe OOHAPYXKMBAIOT KaTapakTy.

4.  CHmXeHMe ypoBHS MeIM B KpoBU MeHee 80 MKT/It.

5. OmnpezaeneHure BBICOKOTO COAEpXKaHUS MeIu B
TKaHsX OUOITaTa MeYeHH.

6. Boigsirenme Mmyranuu reHa ATP7B. Otpuia-
TEJIBHBIE PE3YJTbTaThl MOJEKYISIPHO-TCHETHYECKOTO MC-
CJIeZIOBaHMS HE MCKITIOUAIOT IUATHO3, TaK KaK BO3MOXKHO
HaJIMuue Ipyrux, Moka He U3BeCTHbIX MyTauuii [10].

M3MeHeHNsI Ha MaTHUTHO-PE30HAHCHOM TOMOTpaMMe
TOJIOBHOTO MO3Ta He 00s13aTeJIbHBI M He SIBJISTIOTCS CITeIIN -
(UYHBIMU, OIHAKO UX HAJMYME MOATBEPXKIACT AMATHO3.
XapakTepHO M3MEHEHNEe WHTEHCUBHOCTH CUTHaJIa B 00-
JIACTH OJICTHOTO IITapa, XBOCTATHIX sIIep, TalaMmyca 1 ITo-
YLK (TUITOMHTEHCUBHOCTh Ha T 1-B3BellIEHHBIX Cpe3ax
U TMUIIEPUHTEHCUBHOCTh Ha T2-B3BEIIEHHBIX cpe3ax), a
Takxke nuddysHas KoptukaibHast atpodus [11]. Takke
OTMEYaroTCs aTpoUIecKre U3MEHEHUS MO3XKeuKa, MOC-
Ta, (poKalbHbBIC TOBpexXAcHUST Oesoro BeilecTBa. Cuu-
TaeTCsl, YTO HET MPSMOU KOPPEISIIIANA MEXIY TSKECTHIO
KJIMHUYECKOW KapTUHBI U PaCIIPOCTPAHEHHOCTBIO U3Me-
HEHWI1 HaA MAarHUTHO-PE30HAHCHO TOMOIpaMMe.

Hwu oguH 13 npuBeIeHHBIX BBIIIE TECTOB HE SIBJISIETCS
a0COFOTHBIM TUATHOCTMYCCKUM KPUTEPHEM, U TUAarHO3
CTaBUTCS TIO COBOKYITHOCTH KIIMHUYECKUX CUMITTOMOB U
JIaHHBIX JlabopaTtopHbIx ucciaenoBanuit [10]. [1pu non-
TBEPXKIEHUU TMarHo3a HeoOX0AUMO 00C/IeI0BATh APYTUX
YJICHOB CEMBH JIaKe B TOM CJTyJae, €CT Y HUX HEeT KIIMHM-
YeCKMX TTPU3HAKOB.

JleueHue

Yem paHbllle HayaTh JiedeHUE (B uaeajie — elle Ha
JIOCUMITTOMATUYECKON CTaauu TEeYeHUs OOJIe3HM), TeM
syuire ero pesyabsrar [1, 2. Lenbio Tepanuu siasieTcst
HOpMaJIu3alysi KOHIEHTPAIlMU MU U TIPeIoTBpallieHIe
0o0pa3oBaHus ee JIeNOo3UTOB B TKaHSIX opraHu3Ma. [1os-
TOMY Tepamnusl SIBJISIETCS MOXU3HeHHOoI. HeamekBaTHoe
JIeYeHUEe WJIU TIEPEPBIBLI B JICYEHUU MOTYT MPUBOAUTH K

NMCUXOHEBPOJIOINs

SKU3HEYTPOXKAIOIIUM OCJIOXKHEHUSIM WJIM HeOOpaTuMOMY
TTOPaKeHUIO OPTaHOB. B ITOCTOSTHHOI Tepamy HyKIaroT-
¢Sl ¥ TIAITUEHTHI C aCUMIITOMHBIM TeYCHHMEM.

Menpb B HEOOJBIITMX KOJTMUYECTBAX COMEPKUTCS B pa3-
HBIX TIUIIEBBIX TpomyKTax. [lammenHTy ¢ 6oe3Hb10 Buib-
coHa—KoHoBasioBa peKOMEHIyeTCsI U30eraTh MPOIYKTOB
C BBICOKMM COJIepXKaHUeM Menu (Kakao, MIOKOJam, Te-
YeHb, IpUObI, opexu, 6000BbIe, MOJITIOCKM). XKenaTenb-
HO, YTOOBI CYTOYHBIN TIMIIEBON pallMOH COJEpXKasl He
6osiee 1 Mr Meau. OgHAKO BbICKA3bIBAIOTCS COMHEHUS B
9Gb(HEeKTUBHOCTU MPUMEHEHUS TaHHOM queThl [3].

OCHOBHOE JIeYEHME 3aKJII0YaeTCsl B IMOCTOSIHHOM
MpreMe TpernapaToB, BRIBOIAIINX MeIb M3 OpraHU3Ma.
OCHOBHBIM JIEKAPCTBEHHBIM CPEICTBOM TIpW 0o0JIe3-
HU Buibcona—KoHoBasoBa SIBISIETCS TIEHUITUIUTAMIH
(Cuprimine, dupma npousBoautesb Merch Sharp and
Dohme, CIIA u Depen, ¢upma Carter — Wallace,
CIIA) [12]. [TpenapaT npyuHUMAETCS Ha TyCTOM XeTyA0K
(32 0,54 o enbl uau yepes 2 4 nocJe eapl). DbdekTun-
HOCTb IIPUMEHEHUsI 3aMeTHa He cpa3sy, a uepe3 1—3 mec.
K coxaneHnto, B CHIIy HEOOXOIMMOCTH TTOXKU3HEHHOTO
JICYCHUS M OCOOBIX TPEOOBAHUI K XUMUUECKOM YNCTOTE
TperapaTa OTeYeCTBEHHBIN aHAIOT TICHUIIWINIaMUHA He
MOXeT OBITh PEKOMEHIOBAaH K MPUMEHEHUIO U3-3a BBI-
cokoit TokcuuyHoctu [2]. [lpumeHenue D-nenunuiia-
MuHa (B cyTouHoit go3e ot 500 1o 3000 Mr) npuBOAUT K
CHIDKEHUIO KOHIICHTPAIINY MTMPUIOKCHUHA B OpraHU3MeE.
IToaTomy TpebyeTcsl TOTOTHUTEIbHOE Ha3HAYeHUEe BU-
TamuHa B, (25 mr/cyT). ¥ neteii B Bospacte crapure 6 JieT
PEKOMEHIyeTCsl HAYMHATh ¢ HU3KUX JTO3WPOBOK MTHUPHU-
nokcuHa (250 Mr/cyT) ¢ mOCTEeneHHBIM JajbHEUITUM
YBEJIIMYCHUE TO3HI.

IToGounbie 3(pdekThl pu MpuMeHeHur D-neHunui-
JJaMUHA MOTYT OBITh Pa3HBIMA — OT HE3HAYUTETHHBIX
IO Pa3BUTHUST aIlUIACTUIECKO aHeMUH, HepHuTa U MH-
acteHuU. [loka3aHUSIMU K OTMEHE TIperapara siBJISIOT-
cs caenyroue modoyHbie 3G GEKTHI: ChIllb, JIMXOpaaKa,
JICKOTICHHSI, TPOMOOITUTOIICHUSI, JUMMOATCHOIATHS
u nporeuHypusi. [lociae ucuesHOBeHUST MOOOYHBIX d(P-
(eKTOB MMeeTcsT BO3SMOKHOCTb BO30OHOBJICHUSI ITprieMa
rpemnaparta, Ho B 60jiee HU3KOM 03¢ M C TTOCTETICHHBIM
ee yBenmmueHueM. MHorma mpu mpumeHennu D-TieHu-
HWIlaMrHa HaOJI101aeTcsl HapacTaHWe HEBPOJOTUYec-
KUX CUMIITOMOB, UTO TOXKE CJTy>KUT TTOBOJOM TSI OTMEHBI
npermnapara.

JpyruM JIeKapcTBEHHBIM CPEICTBOM, IPETISITCTBYIO-
IIIM BCACHIBAHWIO MEIW B KUIIICUHUKE W BHIBOMSIIINM €€
CO CTYJIOM, siBiisieTcs atiertaT uuHka (Galzin, dupma Teva,
Karncyiasl mo 25 u 50 Mr), uiau ero cysibdar, Wi OKCHI.
OH onTUMAaJseH y JIUI B IPECUMITOMAaTUYECKOI (haze 60-
sie3nu (1o 50 mr 3 pasa B IeHb), a TAKXKe Y TeX MallMeHTOB,
Y KOTOPBIX YK€ TOCTUTHYTa HOpMaJIbHasi KOHIICHTPAITUsT
MeIIM B CBIBOPOTKE KpoBH. [1o cpaBHeHMIO ¢ D-1ieHuImI-
JJAMUHOM arleTaT IIMHKa MeHee TOKCUYEeH, HO HauMHaeT
neiictBoBath Oosiee memieHHo [3, 12]. M.A. MBaHoBa-
CMoJIeHCKass ¥ COaBT. TIpeUTaraloT KOMOWHHMPOBAHHOE
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JieyeHre D-NeHUIMUIAaMUHOM U COJISIMM LIMHKA, 4TO
MO3BOJISIET CHU3UTD J03Y JICUEHUST U U30eXKaTh MOOOUHBIX
a¢dexros [2].

TpeTbUM JEHCTBYIOIIMM BEIIECTBOM, BBIBOISILIUM
MeIb W3 OpraHusMma, SIBISIEeTCS TPUITWIEH TETpaMUH
(TpueHTUH), cuHTe3UpOBaHHbIIA B 70-X rogax Mporuio-
ro Beka. Ero HazHavator 1o 250 mr 4 pasa B IeHb 4epes
1—2 4 nocyie enbl. AKTUBHOCTh 3TOTO MperapaTa MeHb-
e, yeM y D-neHuiuiiaMuta, Ho 1 mo6ouyHblie 3(heKThl
BcTpevatores pexe [1, 2, 12].

[lauyeHtam ¢ MoJIHUEHOCHOU ¢opMoii 0osie3HU
(c OBICTPBIM HapacTaHUEM MEeYEHOYHOM HeT0CTATOYHOC-
TH), a TAaKKe O0JIbHBIM, HE TTOIAIOIIIMMCSI KOHCEPBATUB-
HOMY JICUEHMUI0, TTOKa3aHa Nepecaaka MeyeHu.

MporHos.

ITpu otcyrcTBUM JieyeHMs1 3a00jeBaHUE HOCUT He-
VKJIOHHO MPOrPECCUPYIOLIUIA XapakTep, W MallMeHTbI
ymupatoT yepe3 1—3 rona rnocse nosiBjaeHust HEBPOJIOTH -
yecknx cuMIToMoB [3]. JleraabHOCTH 00yCIOBIIEHA TTeUe-
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