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Pesiome

bonesHb BunbcoHa (renatouepebpanbHas AMCTPOGUSA) ABASETCA JOBOMBHO PEAKMM HACTEACTBEHHBIM 3a00eBaHNEM,

KOTOpOoe 06YCNOBNEHO HapyLIeHeM MeTabonm3ma MeAU C NOPAKEHUEM MHOTUX OPTaHOB, HO MPEUMYLIECTBEHHO NeyeH)

Y HEPBHOW CUCTeMbl. VIHTepec K Npobneme He yTUXaeT, T.K. AUarHoCTMKa W BefleHUe NaluUeHTOB NpeacTaBseT onpeaeneH-

Hble TPYAHOCTU. B CTaTbe OCBeLeHb! flaHHbIE INTEPATYPbI, KMHUYECKe PEKOMEHAALMU NPy 06CYKAEHWN COBCTBEHHOTO

KNMHUYECKOro HabnioaeHs ABYX NaLMeHTOB (bpaTa 1 cecTpel), y KOTOPbIX 3a60neBaHwe Bbi10 AXarHOCTUPOBAHO B IETCKOM

Bo3pacTe. MpeacTaBneHbl KNMHUYECKIE JaHHble, AHAMUKA N1abopaTOpHbIX NoKasaTenel B TeueHwe 15 neT HabnoaeHus
EDN: UUOXEB Ha GpoHe afieKBaTHOM xenmpytoler Tapanuy D-NeHUUMNAMUHOM 1 CyNbGaTOM LIMHKA, @ TakKe NPU NPepbiBaHUM eYeHN.
MofuepK1BaeTCA HEOOXOANMOCTb COBMIOAEHNA NOXKM3HEHHOTO PEXIMA TEPANIN, T.K. IMEHHO TaKas TaKTIKa IEMOHCTPUPYET
3bHEKTUBHOCTD B yNyULleH!U NPorHo3a 3abonesaHus.

Kniouesble cnioBa: Hone3Hb BunbcoHa, reHeTnyeckie 0Co6eHHOCTH, reorpadruyeckie pasnmndms, pUBEPKEHHOCTb Tepanim

KOHPAMKT MHTepecoB. ABTOPLI 3aABAAIOT 00 OTCYTCTBUM KOHOANKTA UHTEPECOB.
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Summary

Wilson's disease (hepatocerebral dystrophy) is a rare hereditary disease that is caused by impaired copper metabolism
affecting many organs, but mainly the liver and nervous system. Interest in the problem does not subside, because diagnosis
and management of patients presents certain difficulties. The article highlights the literature data, clinical recommendations
when discussing their own clinical observation of two patients (brother and sister) in whom the disease was diagnosed in
childhood. Presented are clinical data, dynamics of laboratory parameters during 15 years of follow-up against the background
of adequate chelation therapy with D-penicylamine and zinc sulfate, as well as during interruption of treatment. The necessity
of adherence to a lifelong regimen of therapy is emphasized, since it is this tactic that demonstrates effectiveness in improving

the prognosis of the disease.
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BeBepgeHue

Bonesup BunbcoHa (remarouepebpanbHas IUCTPO-
¢bus) - pefkoe Hac/eACTBEHHOE 3a00/IeBaHNE, CBA3AH-
HOe C HapylleHueM MeTab0/113Ma Meiy M U30bITOYHBIM
ee HaKOIJIEHNMEM B Pa3IMYHbIX OpraHax ¥ TKaHAX,
IpeVMYLIeCTBEHHO MPOAB/IAOIIeeCs CMMITOMATUKON
HOpPa)kKeHM A IIeYeHN U LIeHTPa/IbHOI HePBHOI CUCTEMbI
[1]. VicTopust n3y4enusi 3aboneBaHMst HACYUTHIBAET 60-
nee 100 tet. B 1912 1. Samuel Alexander Kinnier Wilson
MOAPOOHO OmMcan KIMHUYIECKYIO U IIaTOJIOT0aHATO-
MIYeCKYI0 KapTUHY 60/Ie3HM C 1e6I0TOM B MOIOZOM
Bo3pacTe y 12 manueHTOB. 3aTeM MOC/Iel0BANo OT-
KPBITHe HapyIIeHNIT MeTab0/In3Ma Mey KaK IPI IV HBI
60nesun Bunbcona (BB) 1 ayTocoMHO-peleccuBHOro
HacnefioBaHuA. B 1956 rony D-nenunmniaMuH cran
MepPBBIM ITepOPaTbHBIM IIPEIapaToM /s TedeHn s
3abonepaHna. B 1993 rogy obHapy>KeH MyTaHT-
HBIJ TeH, JeTePMUHUDPYIOI NI PasBUTUE TAHHO
matonoruu [2]. tor ren ATP7B nokanusyercs Ha
IAMHHOM 1iede 13 xpomocomsrl (13q14.3-q21.1), akc-
IIpeccUpyercs, B OCHOBHOM, B II€YEHM) U KOAMUPYeT

Menb-TpaHcnopTupylomyo ATd-aszy. CHuxeHne
¢dyHKUMK PpepMeHTa MPUBOJUT K YMEHBIIECHNUIO Tera-
TOOMIMAPHOI 9KCKPELVY Me[iU U HapyLIEHNIO BCTpa-
UBAaHUA MU B LIEPY/IOIIa3MIH, B pe3y/IbTaTe 4ero
LUPKY/IUPYET allolepy/IoIIasMyH (HeHarpyKeHHbII
MeJIbI0), CPOK IO/Ty BbIBEJIeHN I KOTOPOT'O COKPaIllaeTCsA
BJIBOE, YTO U OOBACHSET TUIIOLEPYION/IasMIHEMMIO.
Mepp HaKan/IMBaeTCsA B Pa3IMIHBIX OPTaHAX M TKa-
HAX, IPEUMYILIeCTBEHHO B IIeYeHM, TOIOBHOM MO3Te,
POroBuIIEe I71a34, TOYKAaX, 06ecrednBas nonnumopdusm
KAMHNYECKUX osABaeHu (1, 3].

B Poccum yuyenme o BB cBA3aHO ¢ MMeHeM
H. B. KoHoBanoBa, KOTOPHIit TOJpO6HO onumcan xa-
paKTepHble M3MEHEHNUs CO CTOPOHBI MO3Ta [4].

B HacTosiee BpeMst BBIAEISIOT YeThIPe KIMHMKO-
naromopdonorudeckue popmer 6onesHn: beccum-
ITOMHYI0 (0K071o 10% cry4daeB), abfoOMUHAIBHYIO
(meuénounyio) (oxomo 40% cnydaes), epebpanbHYIO
(ueBponormyeckyo) (okono 40-50% cry4yaes) u cMe-
maHHyo [1].



KNMHWuYeckne HabnopeHusa | clinical cases

247

Huarnoctuka bB nmpencTaBiseT JOBOIBHO CIOX-
HYIO 3aJlady, T.K. KIMHNYeCKVe IPOSBIeHN S OUYeHb
pasHO0OpasHbl. XapaKTepHbI I3MEHEH S TOKa3aTesel
obMeHa Mepu. Pernctpupyercsa HU3Koe KOMMIECTBO
CBIBOPOTOYHOTO Liepynomiasmuua. Ob1ee cogepka-
HIe MeJi B KPOBM YMEHbIIAeTCs IPONOPIOHATBEHO
CHIDKEHUIO cofiep>KaHusi aToro 6enka. HopmanbHble
VIV TIOBBILIIEHHBIE YPOBHY MEIY B CBIBOPOTKE KPOBU
IpY CHIDKEHNU YPOBHS Liepy/IoIIa3MIHa yKa3blBa-
10T Ha YBeJM4eHe KOHIEHTPAaIluy MUKpPO3JIeMeHTa,
KOTODBIi He CBA3aH C IIePy/NONIa3MIHOM B KPOBIL.
VY 60/bIIMHCTBA TALIEHTOB, UMEIOIMX CUMIITOMBI 60-
ne3HU, 24-9acoBasi 9KCKpeL s MeV C MOYOil 0OBIYHO
cocraBnsger 6onee 100 mxr/24 gaca (1,64 MKMoOnb/24
Yyaca), M 9TO AB/IAETCA BaXXHBIM NUMarHOCTUYECKUM
KpUTepHeM Y B3POCHIbIX. Y [ieTeil I [MarHOCTUKI
bB ncnonbsyeTcs mMoporoBhlit MOKas3aTeNnb SKCKpe-
LMY MeAU ¢ MOYoIt, IpeBblmaoomuit 40 Mxr/24 gaca
(0,64 mxmonb/24 vaca) [5]. JuarHos moAgTBepKAa-
€TCA MOJIEKY/IAPHO-TeHeTUYEeCKMM TeCTUPOBaHNIEM.
B 2001 ropy Ha 8-M MeXXyHapoJHOM COBEILIaHIN 110
BB, cocrosBiiemcs B Jleitnuure (Tepmanmus), 6p11a pas-
paboraHa crcTema oreHku guarHoctuku BB [6]. Dta
cucTeMa obecredrBaeT IPEBOCXOAHYIO AMarHOCTIYe-
CKYIO0 TOYHOCTD ¥ Obl/Ia BK/II0UeHa B PyKOBOLCTBO 10
KJIMHIYeCKOI TpaKTuKe EBpormerickoit acconmaruy no
usydenuto nedenu (EASL) [3]. «Jleitmurckas mkama»
TaK)Xe OTpakeHa B PoccmilcKMX peKoOMeHAalMAX 110

OnucaHne KNMHNYECKOro cny4as

[Tanuent B. Buepssie o6cnenoBan B 2005 rogy B BO3-
pacre 9 eT. Pe6eHOK ITpe/bsBILA )Kamo6bl Ha CTaboCTh
U OBICTPYIO YTOMIAEMOCTD, IepuoAMIecKue 60nu
B SMNTACTPAIBHOI 00/1aCTy IOC/Ie IIpueMa ALY, Me-
teopusM. O6HapY>KeHO YBeIMYeHe pa3MePOB IeYeHN
(o Kypnosy 13,5x9,5x10 cm). B 6noxnmudeckom aHa-
nM3e KpoBM oTMevanoch nossiienne AJIT no 296 en/m,
ACT o 175 ep/n. Oupenensinuch antutena (AT) x 1iu-
tomeranosupycy IgM (-), IgG (+). [naraocTupoBan
BUPYCHBII TETIaTUT HEYTOYHEHHO 3THOMTOT M, TeTKOI
crenenn. LlutoMeranoBupycHas MHPEKL M, XpOHUYe-
CKoe TedeHue, nepuof pemuccun. OgHaKo HeCMOTPS Ha
yCIIeLIHOE TedeH e I TOMEraIOBUPYCHOM MHPEK I,
B TeYeHNe [IBYX JIET COXPAHS/IICD [IOBBIIIEHHBIE IU-
pol TpancamuHas (AJIT - 100,2 en/n, ACT - 82,4 en/n).
Yepes 2 ropa B Bo3pacTe 11 et npu ob6CIefoBaHNM
B O0ILMX aHAIM3aX KPOBU M MOYM M3MEHEHMIT He 3a-
peructpuposano. Abgomunansaoe Y3V o6Hapy>xmmo
obefHeH e COCYAMUCTOrO PUCYHKA IIeYeH N, YIUIOTHEHE
MeJIKMX COCYZIOB, ITOBBIIIEHVE 9XOIIOTHOCTY HeYeH !
U Ce/ie3eHKM, 3aCTON XKemuu. DXoaHruorpaduyeckoe
UCCIeloBaHVe COCYAOB IMOPTATbHON CHCTEMBI IIPH-
3HAKOB IIOPTa/JbHON I'MIepTeH3UM He BblaBuIo. IIpn
HEBPOJIOTMYECKOM UCCIeJlOBaHNIMY Ha 37IeKTPOdHIleda-
norpaduu (33T saperucTpupoBaHsl 0011[eMO3rOBbIe
JIeTKVie MPPUTATUBHbIE M3MEHEHM, OYar 3MUI006-
HOJI aKTMBHOCTH IIO 3aTBUIOYHBIM OTBEEHUAM, Oe3
BTOPUYHOJ reHepanusanyn. OpTaTbMONIOroM Komblia
Kaitzepa-®reitmepa He o6HapyxeHbl. HeBpomorom
YCTaHOBJIEH CUHIPOM BereTaTMBHON AUCHYHKIUN.
HecMoTps Ha OTCYTCTBME XapaKTepHbBIX IPU3HAKOB CO
CTOPOHBI HEPBHOII CHCTEMBI 1 IIa3 IPOBEJIeHO UCCIIe-
IoBaHMe 0OMeHa MeJiJ, KOTOpOe II0Ka3ano CHIDKeHIe

nuar"HocTuke u nedennio BB B 2021 r. [1]. Iuaruos BB
yCTaHaB/IMBAETCs, KOTa 001mit 6ajI 10 9TO 1IKasie
mocruraet 4 uau 6onee.

OpHako pasHOOOpasue KTMHNYECKUX ITPOSBICHUI
BB 3arpynuseT auddepeHINaTbHYIO JUATHOCTUKY
oT gpyrux 3aboneBanuii. B mureparype ¢ onpepe-
JICHHOI1 IePHOAMYHOCTHIO TIOAB/ISIOTCA yOMUKALIIL,
rjie IPUBOAATCS OMMCAHMS MHOTOOOPa3HBIX CUM-
IITOMOB ¥ BapMaHTOB TeyeHus 6omesHu. VIpkyTckme
nccneposarenu B 2011 1. onycanu ciaydait I03gHeN
puarHoctuku bB y monopmoro yenoseka 21 ropga npu
Ha/IM4unu yxe chOpMUPOBAHHOTO LIMPPO3a NeYeHN
U BBIPa>KeHHBIX HEBPOIOTMYECKMX IPOsIBIeHMIt [7].
B 2012 r. B )xypHane «HepBHble 60/1e3HI» IMEETCS
K/IMHMYeCcKoe onucaHue BB ¢ nebroToM HeBpoornye-
ckoii popmel ocye 45 et [8]. B 2021 r. mpeficTaBieHo
Habmofenne BB y maunuenTku 17 net, moru6ureit ot
OCTpOII IIeYeHOUHOI HegocTaTouHOCTH [9]. B 2016 1.
ony6nmKoBaHO ceMeiiHOoe HabmofneHne BB y iByx ce-
CTep ¢ pasHbIMM KJIMHMYECKMMU BapyaHTaMI Tede-
Hus 3a00/eBaHMsL: TsDKenas abgoMuHanpHas popma
y MJIaJiIIeil CeCTphl U MPEeNMYIeCTBEHHO HeBPOJIO-
ruveckas ¢popma y crapueit [10]. DTu cnydan geMoH-
CTPUPYIOT Bapuabe/IbHOCTb KIIMHNYECKO KapTUHBI,
CIIOKHOCTY JUATHOCTUKIY U BEJeHU s TAKMX OO/MbHBIX.

IIprBOANM COOCTBEHHOE KITMHIYECKOe HAOTTIofIeHIe
ceMeitHOI ¢popmbl BB y 1ByX ManeHTOB B TedyeHue
15 ner.

YPOBHA Liepy/IonIasMuHa Ha 25%, Me[i1 B KPOBU — 104~
i Ha 30% OT HM>KHel TPaHMIIbl HOPMBI, TOBBILIEHME
Mey B CyTO4YHOJ Mode Jio 1,58 MKMonb/244aca npu
PEeKOMeH/][yeMOM II0POrOBOM 3HaYeHuu J14 fereii 0,64
MKMONb/24 gaca (Ta6m. 1).

/3 anaMHe3a: pe6eHOK POAMICA B CPOK, Macca
npu poxxaernn 3000 r, gnnHa Tena 50 cM. OueHeH Mo
mKaze Anrap B 7-8 6aytos. Haxonumncs Ha rpyiHOM
BCKapMIMBaHMUM 0 18 Mecanes. PusnyecKoe, HEPBHO-
NICUXMYECKOE Pa3BUTIE COOTBETCTBOBAJIO BO3PACTY.
VI3 nepeneceHHbIx 3aboneBanmit B rercree: OPBU o
5 pas B rofi, GONIUKYIApHAs aHTUHA, TU3EHTePUs
30HHe, BeTpAHasA ocna. HacneacTBeHHOCTD He OTATO-
meHa. Pogurenn sgopossl. lefylika o IMHUK OTIIA
IO IPOMCXOX/IEHNIO OBIT KUTael,

B cBs3u ¢ nofospenneM Ha BB 611 akTHBHO 06-
ClefloBaH BTOpOIl pebeHoK B cembe. Ha ToT mepuop,
BpeMeHN fieBoYKe Ob110 9 s1eT. Pe6eHOK OT 2 HOpMaib-
HO IpOTeKaBlIell 6epeMEeHHOCTH, POLBI B CPOK, BeC
npu poxpennn 2897 1, poct - 49 cm. Haxopgmunace Ha
ITPYAHOM BCKapM/IMBaHUM 1o 2 MecAnes. HepsHo-
NICUXMYECKOe Pa3BUTIE COOTBETCTBOBAIO BO3PACTY.

CaMO4YyBCTBIE [[eBOUKI HE CTPAJAIIO, )KANI00 He
npenbasAna. [Ipu ocMoTpe KO>KHbIE TOKPOBBI 61ef1-
HbIE, )KENTYITHOCTD CKJIEP, HA Tlepe/iHel TOBEPXHOCTAX
JKMBOTA B 30HE 3TIUTACTPUA BbIPakeHa BEHO3HAS CETb.
AycKynbTaTHBHO IbIXaHMe Be3nKynApHoe. ToHbI cep-
na putmiraHble ¢ YCC - 68 B MuHYTY. A3bIK 067105KeH
6e1bIM HAJIETOM, JKMBOT MATKMIL. [ledyeHDb BBICTyTIa/Ta
U3-TI0f Kpas pébepHoii ayru Ha 2 cM. CeneséHka He
ManbIUpPOBaNach.

IIpu obcnefoBaHNM B OOMINUX aHAAM3aX Kpo-
BM 1 MouM 6e3 M3MeHeHUil. 3aperucTpUpoOBaHO
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Ta6bnuua 1.
[IMHamumKa noka-
3aTeneit obmeHa
Mefu B TeUeHne

15 neT HabnaeHNA
y nauyuenTa B.

Table 1

Dynamics of copper
metabolism indi-
cators for 15 years
observations in
patient B.

242

experimental & clinical gastroenterology | N°203 (7) 2022

Nokasatens PedepeHTHble  2007T. 2014r. 2021r. 2022r.
3HayeHuna (11 ner) (18 neT) (24 ropa) (25 ner)
Mepb cbIBOPOTKY KPOBH, 11-22 7,88 3,02 0.6 1,69 Blood serum copper,
MKMOJIB/T pmol/l
Meb B CyTOYHO MOYe <1,64 Copper in daily urine
Ab B CY * (<0,64ymereit/ 1,58 3,12 7,12 1,82 PP Y b
MKMOJIb/24 qaca : . umol/24 hours
in children) [5]
Hepynonnasmn, 1,52-3,31 1,14 4,87 0,01 0,22 Ceruloplasmin, umol/l
MKMOJIb/T
Reference 2007 2014 2021 2022 .
Indicator
values (11 years) (18years) (24years) (25years)

yBenudenue AJIT no 174 en/n., ACT o 92,3 en/n. Ilpu
abpomuHanbHOM Y31 BhisiBIeHa AedopMalus xKemd-
HOTO Iy3bIps1, yMEPEHHOE yBe/lMYeHye IIeYeH M, TOBbI-
IIeHye ITIOTHOCTY €€ MapeHXVMBI, TEHJeHIUA K YBeTN-
yeHUIo cene3éHku. IIpu sxoaHrnorpaduu npusHakos
HOPTAIbHOI TUIEPTEH3 UM 0OHAPYKeHO He 6b110. DI
n 9XO3T 6e3 nmaronornn. OPTanbMONIOroM KOIbL0
Kaitsepa-®reitiepa He 06Hapy>xeHo. HeBpomorom u-
aTHOCTMPOBAH CHHIPOM BEreTaTUBHOM AUCHYHKIUN.
ITpu uccnenoBaHMY IOKa3aTeseil 0OMeHa Meiu ypo-
BEHb MUKPO37IEMEHTa B CBIBOPOTKE KPOBYU COCTABIII
6,2 MKMOJIb/1I, B CyTOYHOI Mode — 1,97 MKMo7b/24 yaca,
L[epy/I0N/Ia3MIH ChIBOPOTKM KPOBU — 0,66 MKMOJIB/TL.

O60uM [ieTsAM IPOBEfIEHO TeHeTUYeCKoe TeCTH-
poBaHIe, KOTOPO€e BBIABUJIO T€T€PO3UTOTHOE HOCU-
tenbcTBO MyTaruyu H1069Q (Hisl069GlIn) B 14 sx3oHe
resa ATP7B.

IuarHocTupoBaHa 60me3Hb Bunbcona, abgomu-
HanbHas ¢popma. PekoMeH/[0BaHa JiyeTa C OorpaHmye-
HIeM IPOAYKTOB, Coflep>Kaliux Meib. Hayaro nedenne
D-neHnymaiaMuHoM 250 MT B CYTKU ¥ CyIbdaToM
nuHKa 10 MI B CyTKM.

Ha ¢one neyenns cocrosHme o60oux feTeit 3HaAIM-
Te/IbHO YIyYHINIOCh, HOPMAIM30BalNCh TOKa3aTenn
dbepmeHTOB medeHN. [JOIONMHUTEIPHO GeTU HOMyYa-
M TMPUTOKCYH, KYPChl MeTabOIIYeCKOil Tepanun,
IpenapaThl ypoae30KCUXO0IeBoil KUCIOTH. Yepes rof,
IocJie Hayajia Tepannuy POSUTENN CAMOCTOATENbHO
CTanM MPOMyCKaTh npueM D-eHnIuImIaMmnHa, peko-
MeH/[allMy BBIIIOIHSA/IN He TIOTTHOCTBIO. 3aboneBaHue
crasto mporpeccuposars. [IpoBeseHa Gecesa ¢ MaTepbio
0 TSKECTM COCTOSIHUS JieTelt, HeOOXORVMOCTY [TOXKM3-
HeHHoJ1 Tepanuu. [lJosa D-nennunaiaMmuHa ysenmdeHa
Io 375 Mr B cyTKu. PopyuTenu BO30OHOBIUIN /IedeHIe
B o/IHOM o6beMe. CocToAHME yNy4mINIoCh. [Ipu
HEeOHOKPATHBIX 06cmenoBanusax konbio Kaiizepa-
Ojreiliepa He BBIABIANIOCH, HEBPOIOTUYECKUX IIPO-
SIBJIEHUII He OBLIIO.

[Tannent B. B 18-neTHeM BospacTte Ha (oHe
XOpOIIero CaMO4YyBCTBUA HNPEeKPATUI NpUeM
D-neHnumnnaMuHa ¥ ITOCTENIEHHO CTal MOABIATD-
Cs1 HeBPOJIOTMYECKIe CUMIITOMBI B BI/Ie€ HapyIIeHN s
peun, moxoaKu, TpeMopa KoHeuHocreit. [To 93T 6b11n
BBISIB/ICHBI IPU3HAKM FUCHYHKUNK [USHIIeDATbHO-
CTBOJIOBBIX CTPYKTYp Mo3ra. OgHako kornen Kaiizepa-
Oreiiiiepa Ha poroBulie I71a3 He HaXoAuIU. PepMeHThI
Me4eH) PeTMCTPUPOBANNCh HA HOPMATbHBIX 3HaUe-
HIUAX: o6umit 6unupy6uH - 4,0 mxmons/m, ACT - 33
en/m, AJIT - 30 en/n, wenounas pocdarasa (ID) - 94
en/n, ITTII - 44 en/n. BmecTe ¢ TeM, Ipu yabTpas-
BYKOBOM MCC/IelOBaHMM OOHAPYI>KEHO yBennyeHue
IUIOIAAY CeNle3eHKM 1o 57 cM?. PermctpupoBaauch

HU3KHe LUPPbI MeLH U LiepPy/IoNIa3MIHa B CBIBOPOT-
ke KpoBu (Ta6m. 1). B ganbHerinieM neunncs Hepery-
nsapHo. HeBponornyeckas cMMITOMATHKA HapacTa-
na. B Bospacte 24 net npu MPT ronosHoro mosra
IUMAaTHOCTUPOBAH SKCTPAIIOHTUIIHDBIA MUETMHONNS.
Perncrpuposanuch yMepeHHO HOBbILIEHHbIE I1(PBI
IIe4eHOUHBIX (epMeHTOB: OMnupy6uH obummit — 11,7
MKMOJIB/1, ipsiMoli — 2,0 mxmons/n, ACT - 51,1 en/n,
AJIT -58,0 e/, LID - 86,33 en/n, I'TTII - 160,89 en/n.
VismeHeHu OKa3aTesnelt 0OMeHa MeIM yCyTyOUINCh:
MeJib B KPOBM CHM3UMACh #o 0,6 MKMOb/J, Iiepymno-
nnasMyuH - 0 0,01 MKMOJIb/JT, TOBBICU/IACH IKCKPeN s
Menu ¢ Mouort (Tabi. 1). OTMedeHO yBeTUdYeH e I10-
IIagy Ce/le3eHKN 10 74 cM?, pacuiupeHue BOPOTHOM
BeHbI 10 17 MM npu Y3V, dmacToMeTpusA MeYeHn mo-
Kasasa I3MeHeHNU A 3/1aCTUIHOCTY IIeYeHOTHOM TKaHI,
cootBeTcTBylomue craguy ¢pudposa F4 mo METAVIR.
Brepsoie o6HapyskeHs! Konbla Kaitsepa-®eitinepa.
OpnHako 3a Bce BpeMs HaO/IIOfeHsI TIeYeHOYHa s He-
IOCTaTOYHOCTD He HapacTasa: ypPoBeHb 6e/IKa B ChIBO-
POTKe KPOBM PErMCTpUPOBAICs Ha indpax 64-67 r/i,
anpbymunHa - 37,5-39,8 r/1, MHO - 1,05-1,12. AneMun
He 6b1710 (remormo6uH 140 /1), KOMNIeCTBO TPOMOOIII-
ToB 138x10°/11. Bo306HOBNIEH pueM D-neHnnmIaMnsa
B go3e 1000 mMr B cyTKy, cynbdara umHKa 150 Mr
B cyTku. Ha doHe edeHns oTMedeHO yaydIlIeHNe
HEBPOJIOTMYECKO CUMITOMATUKY, YMEHbIIEHME akK-
TUBHOCTH Ne4eHOYHbIX pepmenToB (ACT - 28,0 en/r,
AJIT - 47,0 en/n, TTTII - 157,85 en/n, III® - 56,8 exn/n).
ITpy KOHTPONBHOM 06C/IeTOBAHNM Yepe3 TOf B AHBape
2022 r. 0OTMEYAETCs yNydlIeHNE HEBPOIOTUYECKUX
CMMIITOMOB (YIy4IINIACh Pedb, YMEHBIIMICS TPEMOP),
Ie4eHOYHbIe PepMEHTBI OCTAIOTCA Ha TPEXKHEM YPOB-
He (AJIT - 44,2 en/n, ACT - 33,3 en/n, [TTII - 95,68
en/m, I - 46,53 en/m), KONMYECTBO Lepy/IOIIa3MIHA
M MeJU B KPOBM HECKONBKO MOBBICHIOCH (Tabm. 1).
OpHaKo MOABUINCD BhIPA>KeHHbIE KOXKHbIE U3MEHEH A
B BIfJIe IIJIOCKOTO JIMILAsA, BY/IbIapHON yIPeBOIl ChIIN,
Oy/1e3HOI CTPEIITOePMIM B 00/IACTH CIIMHBI, Ha TULIE.

Ero cectpa Habmofamach MeHee MHTEHCHBHO B CBA3YU
¢ 6oree 6IarONPUSITHBHIM TeYeHVeM OOIe3H, T.K. Tede-
HIle TPaKTUYeCKM He IIpepbiBaja. B HacTodAmee BpeMs
ent 23 roma. HeBponoruvyeckas CMMITOMAaTUKA Y Hel
TaKas e, Kak y 6para. VIMeeT MeCTO fpo>KaTe/bHas
¢dopma 6omesun. IIpy MPT peructpupyercsi runepuH-
CTEHCMBHBIIT CUTHAN Ha T2-u306paskeHNAX U M30MH-
TEHCUBHBI — Ha T1-u306pa>keHUAX B 00/1aCTN 3aTHUX
CTPYKTYP TOTOBHOTO MO3Ta C IIePeXOOM Ha HOXKKMI
Mosra. [TeueHOUHbIe hepMEHTHI IOBBILIEHBI YMEPEHHO
(ACT - 44,7 en/n, AJIT - 52,0 en/n, TTTII - 80,57 en/n,
D - 90,49 en/n, Gunupy6uH obumit — 11,7 MKMO/IB/TT;
npsAMoit — 2,0 MKMOJIB/MI). DIacTOMeTpUs MedeHn
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cootBercTByeT cragnuu ¢ubposa F3-4 mo METAVIR.
IMTokasatenu ob6MeHa Me[u: KOIMIECTBO MUKPO3JIe-
MeHTa B KpOBU — 4,9 MKMOJIb/TI, B CyTOYHOI Mo4e - 0,74
MKMOJIB/JI, ypOBeHb Iiepy/omasMmHa — 0,65 MKMOJB/II.

O6cyxaeHne

BB cunrtaetcs pegkum 3aboneBanneM. Muposas pac-
IMPOCTPAHEHHOCTD oIleHMBaeTcs Kak 1:30000. Camasn
BBICOKas 3a00/1eBaeMOCTb B MUPE PETUCTPUPYETCS
B Kocra-Puke (4,9 Ha 100000 >xnreneii) n Ha CapauHnn
(1:10000-1:7000) [11]. Exje ogHOI cTpaHOIL C BBICO-
KMM 4KC/IoM 60mbHBIX cuntaoT VIHpnio. Cpepu pac-
CTpOJiCTB rematobuanapHoro rpakra B CeBepHOIl
Mupgun BB cocrapinsier 7,6% [12]. CBA3BIBAIOT TaHHBI
(daKT ¢ OTHOCUTENTBHON U30TIALMEN /II0Lei Ha OCTPO-
BaX U C BBICOKMMI [TOKa3aTe/IsIMI CMELIaHHBIX OpaKoB.
Bornee BbICOKAsI pacIpOCTPaHEHHOCTD 3a60/I€BaHMA
MMeeT MeCTO B CTpaHax BocTouyHoil Asunu, 4eM B 3a-
HafiHbIX cTpaHaX. CKpMHMHTOBbIE UCCIe0BaHNA, IPO-
BefenHble B I0xHoiT Kopee n Anonun, nokaseisaoT
OTHOCHTENLHO 607Iee BRICOKYIO 4acTOTy 60one3Hn (1 13
3667 u 2 13 2789 COOTBETCTBEHHO) Y IeTell Ha OCHOBE
KOHIIeHTpaI1ii Ilepy/IoIasMIHa B CLIBOPOTKE KPOBU
[5]. B Poccun B 2014-2015 rony 6b1710 3aperucTpupo-
BaHO Bcero 572-602 nauueHToB ¢ bB, uTo cocTtaBuio
0,39-0,41 Ha 100000 Hacenenns. VI3 Hux mereit 16,9%.
IIpenmonaraercs, 9TO peanbHas PaCIPOCTPaHEHHOCTD
aBseTcs 6onee BbICOKOI [1].

Hanbonpuuii puck 3aboneBanus HabmomaeTcs
y 6paTbeB 1 cecTep, T.K. TellaTorepedpanbHast AUCTPO-
¢bus HaclenyeTCss ayTOCOMHO-PELeCCUBHBIM NIy TEM,
PUCK HaIM4Msl TeHeTNYecKoro gedekra cocTasuser
25%. IlpencTaBIeHHOE KIMHIYEeCKOe HaOM0aeHe
HeMOHCTPMPYeT Hajau4ye MYTaHTHOTO TeHa Cpasy
y BBYX feTeit B ofiHON cembe. OTpeeNIeHHYI0 POIb
MOIJIO CBITPAaTh KUTAlICKOe IPOUCXOXKAeHe flefa,
OJJHAKO CBefIeHMUIT 0 Hanmu4uny 3ab0/eBaHNs Y HETo
Mbl He UMeeM. CUMTaeTcs, YTO pacCIIPOCTPaHEHHOCTD
3aboneBanuA B Kurae Bplllle, yeM B 3aIIaIHBIX CTPaHaX.
ITpu o6¢cnepoBanuy 153370 yenoBek B TpeX OKpyrax
IpOBUMHINY AHDBXOI IIOKa3aTe/Ib pacCIIPOCTPaHEHHO-
ctu coctaBui 5,87 Ha 100000. Onupasch Ha aHaNIN3
raroTunos 660 kurtaiies [OHKOHTra 3a6071€BaeMOCTb
onjeHeHa Kak 1:5400 [13]. OgHako 651710 IOKa3aHO, YTO
reHeTndeckye myranuu B reHe ATP7B, oTBeTcTBeH-
HOM 3a popmupoBaHue BB, cuabHO pasnuyamTCs
B PasHBIX reorpaduyecknx permoHax. ToyedyHas My-
tanua H1069Q B ak3oHe 14, BbI3bIBaoniasd 3aMeHYy
TUCTUAMHA [JIyTAMMHOBOI KUCIOTOI B N-loMeHe
ATP7B, sBnsieTcs 0OfHOI U3 HanboIee pacIpocTpa-
HEHHBIX MyTaluii y maniueHToB ¢ bB us3 eBponeiickux
crpaH. XoTs 661 oguH anens H1069Q nmeror 50-80%
MaLVEeHTOB 13 LIeHTPaJIbHO, BOCTOYHOI U CeBEPHOI
EBpomsl, 38% - n3 CeBeproit Amepuxu. Hanbonee
pacpocTpaHeHHOI MyTaluell B CTpaHax BocTouHoit
Asun c yacrorou anneneit 13-49% saBnsercsa R778L
B 9k30He 8. Myranun R778L, P992L u T935M BcTpe-
yaroTcs 6onee yeM y 70% MalieHTOB B KUTACKOT
nomynAuun [5).

3abaiikaabCKUil Kpail ABAAETCSA MOTPAHNIHBIM
pernonoM ¢ Kuraiickoit HapogHOII pecny6nuKoil,
Y MO>XKHO OBI/IO IIPEIONTOXITD 0COOEHHOCTY FeHETH-
YeCKMX MyTallMii, OfHAKO y malyeHTa B. 1 ero cectpsl

O6ouM manueHTaM BbICTaBJIeH Auardos: bonesun
Bunbcona, cMenranHas popma. [lpoxxarenpHas popma
MOpa>keH A HepBHOII cucTeMbl. LInppos nmeyenn, kmacc
A mo Yainng-ITero.

6b11a 06HapysxkeHa MmyTanus H1069Q (Hisl069Gln)
B 14 sx3oHe rena ATP7B, Hanboree xapakTepHas s
eBporerlines. B Poccun cpepy nanueHToB € IO TBEPX-
IEéHHBIM AMarHo3oM BB fons 60MpHBIX ¢ BApMAHTOM
H1069Q B reTepo3suroTHOM COCTOSHUU COCTABIISET
50%, a 10714 TOMO3UTOT C 3TUM BapMaHTOM — 26,3%
[14]. Koppensuny Me>xy TeHOTUIIaMU U peHOTHIA-
MI pacnpocTpaHeHHBIX MyTanuit ATP7B geTko He
yCTaHOBJIEHBI. BMecTe ¢ TeM, MMEITCs COO0IeHNA
0 TOM, 4TO roMo3uroTHasa myranua R778L koppe-
UPYeT C pAaHHUM HavyaIoM 6O/Ie3HN C IeYeHOUHOII
HefJOCTaTOYHOCTBIO 1 60/Iee HU3KOI KOHIIeHTpaluet
HepynonnasMuza. Mytanun H1069Q, xapakTepHble
ISl eBPONEVICKOM MOMYNALNY, CBA3BIBAIOT C IIpe-
VMYIeCTBEHHO HEeBPOIOTMYeCKVIMI IIPOSABICHNA-
M1 60/Ie3HU BO BTOPOM VIJIM TPETbEM JIeCATUNETUN
>kusH [13]. [Jo mosoBoro co3peBaHus npeobrafaoT
JKe/Ty/lOYHO-KMIIeYHble CUMIITOMBI C IPM3HAKAMMI
IIeYeHOYHOJ M/IV TeMOIMTIYECKOI HeJJOCTaTOYHOCTI
[15].

B npencraBieHHOM HabmofeHNN Y 000MX Hanu-
eHTOB 0071e3Hb MaHMeCTUpPOBaIa B Bo3pacre 9 et
C IeYeHOYHbIX IpoABnennit. [lopaxenne neyenu AB-
JIA€TCs MEPBBIM KTMHUYECKUM CUMIITOMOM Y 40-60%
nanyeHToB. CIIEeKTp NaTOIOrMM IIeYeH ) BeCbMa Bapy-
abesIeH: OT 6@CCUMIITOMHOTO TeYeHM [0 TAKEIOTO
IMIPPO3a C OCTIOKHEHNAMY IOPTATbHON I'MIIePTEH3UI
U Jake OCTPOIl IIeueHOYHO HegocTaTouHOoCTU. [Tpn
OTCYTCTBUM YCTAaHOBJIEHHOJ KOPPENAIMN MEXY Te-
HOTHUIIOM U (peHOTUIIOM, CUMIITOMBI U TSKECTD 3260-
JIeBaHUA BapbUpPYIOT KaK y PasHBIX MAI[MEeHTOB, TaK
U B OJHOJ ceMbe. Bo3pacT 1o MOTyT OKa3bIBaTh
MopudUIVpYIolee eiiCTBIE, IIOCKONbKY Y )KeHIUH
yaire Hab/T0fjaeTcs OCTpas IMe4eHOUHasA HeloCTaTo4-
HOCTb, 2y B3pOC/IBIX ITALIMIEHTOB BEPOATHOCTD IIMPpO3a
IIeYeHM Bblllle, 4eM Y fieTeit [2]. B mpencraBienHOM
KIMHIYeCKOM HaOTIoOfeHUN TAXKeCTb IOPasKeH N TIe-
4yeHy 6b11a 60JIee BBIPa>KeHHOI y Opara.

K 17 rogaM y HeTo NpUCOefMHNUINCH HEBPOJIOTH-
yeckue cuMnTomel. Hanbonee pacpocTpaHeHHbIE
MPOSIB/IEHN A CO CTOPOHBI HEPBHOI CYCTEMBI BKTIOYA-
10T TPEMOP, ZUCTOHUIO, AU3APTPUI0, TAPKMHCOHNU3M,
xopero 1 aTeTo3. HeBponornueckye cuMnTOMbI MOTY T
6BITb O4eHb CTaOBIMM U COXPAHATBCA B TeUCHVIe MHOTTIX
neT. BmecTe ¢ TeM, X BOSHUKHOBEHME U IIPOrPecCupo-
BaHIe MOXET OBITh OBICTPBIM, IIPUBOJA K OTHON MH-
BAZIMIHOCTH B Te€YE€HNE HECKOTIbKMX MecAIeB. Tpemop
ABJIAETCA OJHMM M3 XapaKTepPHBIX IIPU3HAKOB TeMna-
tonepebpanpHoit guctpoduu. H.B. KoHoBanoBsiM
651710 BbIZeNIeHO 5 GopM 3aboeBaHMsA, YeTHIpE U3
KOTOPBIX CBA3aHBI C IOpakKeHNeM HepBHOM CHUCTe-
MBI: PUTMJHO-apUTMOTUIIEPKIHETUYecKast (PaHHA)
¢dbopMa, IpoKaTeIbHO-PUTUHAS, BPOXKATeIbHAS
U BKCTpannpaMUIHO-KOpKoBas ¢popma [4].

Y 6para u cecTpsl B. guarHoctTupoBaHa gpoxa-
TelbHasA GopMa, KOTOpas XapaKTepu3yeTcs pe3KUM
npeobnajaHeM APOXKaHM A, Me[iIEHHbIM Te4eHeM
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(10-15 et 1 607blie), pa3BUTHEM AMVIMU, MEJ|TEHHOI
MOHOTOHHOJ pedbl0. PUTMIHOCTD NOABNAETCA NUIIH
B KOHIIe 60/Ie3HM.

B Bo3pacTe 24 et y manuenTa B. mpu opranpmorno-
TMYeCKOM VICCTIEIOBAHNI CTA/IN OTIPeeTATHCS KOMIbITa
Kaitzepa-®neiiiepa no nepudepun poroBuIibl.

9T0T peHOMeH BeTpedaeTcs nouTn y 100% manueH-
TOB C HEBPOJIOTMYECKUMU NIposABIeHuAMY, y 40-50%
[AIEHTOB C IIe4eHOYHOI Ppopmoit 6ome3Hu u 'y 20—
30% manueHToB ¢ 6eCCUMIITOMHBIM TeueHueM. Y feTeit
C IeYeHOYHBIMM IPOSBICHNAMM 60JIe3HN U3MEHEHU A
Ha POTOBIIIe I/Ia3a OOBIYHO He BU3YaIU3UpyoTcs [3].

Y cectpnl B. B Bospacre 23 et odpTanbMONIOrnyeckoe
MCCIefOBaHMe TaK U He 06Hapy>xmo kosel Kaiisepa-
Drejturepa, YTO MOXET CBUIETENbCTBOBATD O Hosee
671arOIPUATHOM Te4eHUM OONe3H.

ITporpeccupoBaHKIo remnarolepebpanrbHON AMUC-
Tpodun y crapurero 6paTa MOIIo Clioco6CTBOBATh
Hecob6mI0fieHNe PeXXMMa Tepanny, KOTOpoe 6BIIO0
CIIPOBOLIMPOBAHO €llie POAUTENAMH, A B JalbHeNIIeM
U CaMUM MaljMeHTOM Ha JINTeNbHBIN CPOK.

Jledenne BB 0/1>KHO HAYMHATHCA HEMEJIEHHO T10-
CJle YCTAaHOBJIEHNA AMArHO3a ¥ MPOJO/IKAThCA BCIO
XM3Hb. Texyliyue pyKoBOACTBA €BPOIECKOI ac-
conuanuy mo usydennio 6onesueit mevenu (EASL)
U AMepMKaHCKOIT acCOLALINY IO U3YIeHMIo 3ab0re-
BaHmit nedeHu (AASLD) [16] peKOMEH[YIOT UCIIONb-
30BaTh X€/IaTOPhI B Ka4eCTBE HAYaIbHOTO JIEYEHMU .
D-neHNIM/IJIAMVH SABIAETCA OfHUM U3 Haubonee a¢-
(eKTUBHBIX IPENapaToB 1 IIMPOKO UCTIONb3YETCS BO
BceM Mupe. D-eHNIIIaMiH MO>KeT 00pa3oBbIBaTh
KOMILJIEKCBI CO CBOOOIHOI MeAbI0 Yepe3 Cynbdru-
ApUIbHBIE TPYNIIBI X BBIBOAUTH UX ¢ Mouoii. IuHk
OOBIYHO 3ape3epBUPOBAH /A NMOJAMEP>KMUBAIOIIETO
JIeYeH N, XOTsI OH TaK)Ke MCIIONIb3yeTCsA B KaueCTBe
Tepaluu NepBoil IMHNUY, Yallle BCero AuisA 6eccuMm-
ITOMHBIX M/IY IIPEICMMITOMHBIX IALIMEHTOB [3, 16,
17]. Ha ¢oHe neyeHuss D-NeHUIMITTAMUHOM CUMIITO-
MBI 3a00/IeBaHNA NTeYeH ) YAYYLIAIOTCA B TeUeHUe He-
CKOJIPKMX MECsIIEB, HEBPOJIOTMYECKIE POSABIECHNU A
YMEHDBIIAIOTCA MeiIeHHee. BMecTe ¢ TeM, aHOManum
MPT romoBHOT0 MO3Ta MOTYT IIOMTHOCTBIO perpeccu-
posarb mocie a¢dexTnBHOI Tepanuu [5]. Bo Bpems
nedyeHns D-TeHNIMITaMIHOM PEKOMEHAYIOT KOH-
TPONMPOBATh 24-4aCOBYI0 9KCKPELMIO MEIY C MOYOIL.

3aKknwyeHune

Benenue manuentos ¢ bB umeer onpepenennbie Tpyn-
HocTy. [ToM1uMo Hanbosee pacIpoCTpaHEHHBIX HO-
Pa>KeHUJ IMeYeHu U TOIOBHOTO MO3Ta, U3SMEHEHNU A
MOTYT 3aTParuBaTh IPAKTUIECKH JIIOOYIO CUCTEMY
OpraHM3Ma, BK/II0Yasd I71a3a, ONIOPHO-ABUTATEIbHbIN
anmapar, SHAOKPUHHYIO, TeMaTOI0TUY€eCKYI0, M-
MYHOJIOTMYECKYIO CUCTEMY, KOXY 1 faxke cepple. bB
ABJIAETCA MYNIbTUCUCTEMHBIM PacCTPOIICTBOM, 1 BO3-
MO>XHOCTb Ha/IM4M A 3a60/IeBaHNUA CIIEyeT yIUTHIBATD
PV NTATOOTUY BHYTPEHHUX OPTaHOB, IPY KOTOPHIX
TpafMIVIOHHOE JiedyeHMe HeadPeKTUBHO. B kn1nHm-
YEeCKMX PEKOMEHJAMAX IO MATHOCTUKE U JIEYEHUIO
BB, paspaboTaHHBIX LIeCTbI0 PoccuitcKuMm mpo-
beccroHaTBHBIMY COOOLIECTBAMMU 1 YTBEPXKACHHBIX
B 2021 rojy, peKOMEHyeTCs y4acTye B JMarHOCTUKE
U BeJIeHNM TAIIMEeHTOB ¢ bB mynpTuaucuunamaapHoin
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Kax mpaBuyo, 3TOT IOKa3aTenb OBICTPO yBeNMUINBA-
eTcs IoCJIe IIp1eMa Ipenapara 1 MO>XKeT JOCTUTATh
16 MKMO/b/24 4aca My BbILE, a 3aTEM CO BpeMeHeM
YMEHbBIIATHCA. DKCKPEIs MeAY C MOUOJl BO BpeMs
MOAiep K MBAOIIelT Tepanuu 0OBIIHO COCTABISIET 3-8
MKMOJb/24 yaca. CHM>KeHJe YPOBH A MUKPO3/IeMeHTa
MeHee 3 MKMOJ/Ib/24 4aca, MOXKET CBUIETENbCTBOBATH
0 Ype3MepHOM JIeYeHU Y WM HeCOOI0IeHN Y TTaliy-
eHTaMU peXXMMa Tepalul, B TOM 4YJC/Ie U3-3a HexXe-
JIaTeNbHBIX sABIeHnil [5]. PacnpocTpaHeHHble T060Y-
HbIE JIEKapCTBEHHBIE PeaKI[My BK/IIOYAIOT TMXOPajKY,
HeJTPOIEHNIO, TPOMOOIUTOEHNIO, IPOTENHYPUIO
n nuMdapeHonaruio. [TosgHme peakumuy, Takue Kak
He(PPOTOKCUIHOCTD, BOMYAHOUHBII CUHPOM, IIO-
JIMMMO3KT U TOTePsl BKyCa, BCTPEYATCs pefKko [3].
YacTo pa3BMBAIOTCA M3MEHEHU CO CTOPOHBI KOXKI
B BUJIie IIY3bIPYAaTKM, IY3bIPYATKOM/THBIX HOPaXKEH NI,
a¢To3HOro cToMaTUTa. [J0303aBUCHMBIMM PeAKIMMM
SAIBJIAIIOTCA CEPIUTMHO3HBIN 371aCTO3, IVIOCKMIL T1IIal,
nporepuonofo6Hsie usmeHeHus [18]. Ha gone neve-
HUsA D-IeHNIIIaMITHOM Ha paHHUX 9TallaX MOXKeT
OBITh MMapajloKcanbHOE YX Y/ IeH e HEBPOIOTMIeCKIX
cuMnTomoB [5, 18]. Bucciegosannu W. Maselbas et al.
[IOKA3aHO, 9TO /10 45% MAIMEHTOB C renaToepetpab-
HOI1 fucTpoduert, oMy Yao X COBpeMeHHbIe METObI
JledeH s, UMEIOT IIOXYIO MIU IPO6IeMaTUIHYIO JOTI-
TOCPOYHYIO IPUBEP>KEHHOCTH [19].

VY manueHTa B. mosBuIMCh KOXKHbBIE UI3BMEHEH S,
KOTOpbIe MOXKHO PacleHUTD, KaK MOOOYHYIO JIeKap-
CTBEHHYIO peaKIMIo Ha npueM D-neHuuaIaMmnHa.
OpnHako mogo6Hble HeXenaTelbHble SIBJIEHUSA He
TpebYIOT OTMeHBI pemapara. IlpekpaleHne Tepa-
MMM MOXKET MPUBECTU K CePbe3HBIM ITOC/IE/ICTBUAM,
BKJII0Yasi CMepPTh B Te4eHJe KOPOTKOTo BpeMeHn [11].
Hecobnonenne MoXM3HEHHOTO JIEY€HN ST ABIAETCS
He3aBUCUMBIM (PaKTOPOM BEPOSITHOCTI Pa3BUTUI
M IPOTPECCUPOBAHMS CUMIITOMOB, BIMsIET Ha BBDKI-
BaeMmocTh. OrHourenne mancos (OIII) cocrabnsier 24,0
(95% IV1: 6,0-99,0) [20]. ITpencraBneHHOE HAbIIOfEHIE
KaK pa3 [eMOHCTPUPYET yXy/LIeHNe TedeH s 60/Ie3HN,
ee HEyK/IOHHOe IIPOTpeccpOBaHMe C MIPUCOeATHEHN-
€M HeBPOJIOTMYeCKIX CUMIITOMOB 11 GOpMUpPOBaHMEM
LMppo3a IeYeHN) Y MOIOJOr0 HaljieHTa MoCcyIe mpe-
ppIBaHMs npKeMa D-nieHnnMIIaMmHa elile B A€ TCKOM
U I0HOIIIECKOM BO3pacTe.

KOMaH/[bl CIIeLMaTNCTOB BBUAY TOTO, YTO 3ab0IeBa-
HIe XapaKTepu3yeTcs Mopa’keHeM MHOTUX OpPTraHOB
U CHUCTEM, TpebyeT KOMIIIEKCHOM Tepanuy, 4TO AMUK-
TyeT HeOOXOMOCTb COBMECTHOTO BefleH N ITal[MIeHTa
CIlenManucTaMm pa3Heix npodueii [1]. Bcecropornee
nonuMmanue bB ABnseTca ocHOBOI A4 paHHeI gu-
arHOCTUKY U YCIIEIIHOTO eyeHus. Vicnonb3oBaHue
B JIeUeHUM XeJITaTOPOB Me[iM U COJIell IMHKA U3MeHU-
1o ¢aranpHblil XapakTep 6onesHu. Tepanus sTumn
npenapaTaMy JO/KHA IPOBOAUTHCA IOKU3HEHHO,
T.K. MMEHHO TaKas TaKTVUKa JJeMOHCTpupyet adpdex-
TUBHOCTD B y/Iy4IIE€HN! NT€IEHOYHBIX IIPOABICHNIL,
OKa3blBaeT OTpaHMYEHHOE BIMSAHNE HA HEBPOJIOTHU-
YecKle CUMIITOMBI U abCOMIOTHO HeOOXOnuMa 11
yayulieHus nporuosa. OgHaKo peXMM JAedeHu s
cob/IofaeTCs He BCETfia, T09TOMY IIPUBEPKEHHOCTh
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Tepanuy y nauueHtos ¢ BB co Bcemn dpopmamu mpo-
ABJIEHM I 3a00/IeBaHM S PeKOMEHYeTCs TI[ATeNIbHO
KOHTPOJIMPOBATD ¥ NMOKOVNPATh MHAVBUYAIbHYIO
CXeMY C y4eTOM KIMHUYIeCKUX 0cobeHHOCTel, addek-
TUBHOCTM Y Pa3BUTYSI HEeXKeTaTeNbHBIX sSIBJIEHNII [3, 16].
ITpu HeaHeKTUBHOCTY MeAVMKAMEHTO3HOI Tepanuu
paccMaTpyBaeTCsl BO3MOXKHOCTD TPAHCIIAHTALNY
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