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IIpuoOpeTeHHas HEBHIIbCOHOBCKAS
renaronepeopaJibHas AereHepanus

B.B. Iloaewyxk, E.B. fxoeenxo, E.IQ. @edomosa, C.H. Harapuowrun

MprobpeTeHHas HEBUIbLCOHOBCKas renaroLuepebpanbHas ereHepaums — XpoHuyeckas aHuedanonaTus, pa3smBatoLLascs y
MauneHTOB C LMPPO30M MEYEHU M XapakTePUIYIOLLASCSA COHETaHNEM IKCTPANMPaMUaHbIX 1 KOFTHUTUBHBLIX CUMNTOMOB. B BO3-
HWKHOBEHMM NaTOJIOrMN UrPaIOT POJIb MHTOKCUKALLMS aMMMAKOM M HakormnJieHMe MapraHia B rofloBHOM Mo3re. B ctatbe onu-
caHbl natoreHes 3abonieBaHns, KIMHUYeckas kapTnuHa n auddepeHumansHas guarHoctrka. NpeacraBneHa apdekTrBHas
MEeTOAMKa KOPPEKLMN MeTaboNIMYeCKMX PACCTPONCTB U MHTOKCUKaLMK MapraHuem. MNpueeaeHo co6CTBEHHOE KIIMHNYECKOoe
HabnoAeHNe NauMeHTa C MHOrOJIETHMM TEYEHUEM LLYHTOBOM 3HUedanonaTnm ¢ XxapakTepHbIM aHAMHE30M U KJIMHUYECKUMM

npoasneHnamMm 3abosieBaHus.
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MeyeHo4Hast aHUedanonaTMs — KOMMIEKC NoTeHUManbHO
06paTVMbIX HapyLLEHWIA GYHKUWIA LEeHTPanbHOW HEPBHON Cu-
CTEMbI, HEBPOJOTMYECKMNX 1 NCUXNYECKMX, KOTOPbIE BOSHUKAIOT
Ha GOHE OCTPBIX UM XPOHMYECKMX 3a60NEBAHNIA NEYEHN 1/
NMOPTOKABaIbHOr O LLYHTUPOBaHUS.

lMpnobpeTeHHas HeBWIbLCOHOBCKasl renaroLepebpasb-
Has gereHepaums (MHI) - 310 cneumduryeckas xpoHmyeckas
3HUedanonaTns, pas3srBatoLLAsACS Yy NALMEHTOB C LMPPO30OM
neyeHn, MaToreHeTMYeCkn CBSI3aHHbIM C MOPTOKABabHbIM
LUYHTMPOBAHNEM N HAKOMAEHVEM MapraHua B MOAKOPKOBbIX
A4pax, U XxapakTepuayoLwascs CO4ETaHNEM YCTONYMBBIX HEN-
POMNCUXONOrMYECKNX CUMMTOMOB B BUAE 3KCTPanMpamuaHbIx,
KOTHUTVBHbIX 1 SMOLIMOHANbHBIX HApyLLEeHWi [1].

MprobpeTeHHas HEBUNIbCOHOBCKas renatouepebparb-
Has pereHepauus Bnepsbie Obina onvcaHa W. van Woerkem B
1914 r. [2], HO aKTMBHOE €€ n3y4eHune Hayanock ¢ 1960-x ronos.
B nepsom nccnegosanum, nposeaeHHom B 1965 r., M. Victor
et al. onucann 27 naumenToB ¢ MHI 1 nopToKaBanbHbIMK
LUIYHTaMK, Y KOTOPbIX KIMHUYECKAs KapTVHA XapakTepr3oBa-
Nlacb KOTHWUTVBHBIMW HAPYLUEHWSIMU U OBUraTenbHbIMU Pac-
CTPOMCTBAMM, @ TSHKECTb HEBPOMOMMYECKMX MPOSIBAEHUA He
KOppenupoBana C NoBbILLEHNEM YPOBHS aMMuaka [3].

o pasHbIM JaHHbIM, pacnpocTpaHeHHocTb MHI npu ump-
po3e neyeHn coctaenseT oT 0,8 0o 26,0%. Bkntoyas naumeH-
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TOB C MEHee TSXesbIM LIMPPO30M, CPEAHSS PaCnpOCTPaHeH-
HocTb MHI, paBHa npumepHo 2% [1, 4].

MprobpeTeHHas HeBWUNbCOHOBCKas renatouepebpanbHas
[lereHepaLmst MOXET pa3BmBaThCs NPU XPOHUYECKUX 3aboneBa-
HWSIX MEYEHN, HO OCHOBHOM NMPUYNHON €€ BO3HUKHOBEHUS BN
€TCsl TOPTOKaBaIbHOE LUYHTUPOBaHue [5, 6]. MopTocncTeMHbIE
(nopTokaBasibHbIE) LLYHTLI — 3TO HENPaBUSbHbIE COCYANCTbIE CO-
eQuHeHns: Mexay nopTanbHON BEHOWN (KPOBEHOCHBLIM COCYAOM,
COEAVHSIOLLMM XeNyA04YHO-KNLLEYHbIV TPAKT C NEYEHbIO) U CUC-
TEMHbIM KPOBOOGpALLEHMEM. OTW aHOMaslbHble aHACTOMO3bI,
MUHYS1 NEeYeHb, HANPaBASIOT KPOBb OT XENyA0YHO-KMLLEYHOrO
TpakTa cpasy B CUCTEMHBI KPOBOTOK, YTO HE NMO3BOJSIET NEYEHN
OCYLLECTBUTb €6 METABOONYECKYIO DYHKLMIO U AETOKCMKALMIO
NPOAYKTOB 0OMEHa, Bbi3bIBas CUMMTOMbI MEYEHOYHON HELOCTa-
TOYHOCTW. [OPTOCUCTEMHBIE LUYHTLI MOTYT ObITb KaK BPOXIAEH-
HbIMW, TakK 1 NPUOBPETEHHBIMU. BPOXAEHHbIE LUYHTHI SBSIOTCS
6onee pacnpoCTpaHEHHbIMY U COCTaBASIOT NPUBIN3UTENBHO
75% Bcex cnydaeB. Onepaumn MNOPTOKABANBHOMO LLYHTUPO-
BaHVS LUMPOKO MPOBOASAT MPU MOPTASbHON TMNEPTEH3UN OAs
npeaynpexaeHns KpoBoTedeHUiA. XpoHuyeckme 3aboneBaHus
neyeHn, Takmne Kak BUPYCHbIE, anKOroJibHbIE Y COYETAHHbIE aNiKO-
rONIbHO-BUPYCHBIE renaTuTbl C UICXOLOM B LIMPPO3, ayTOUMMYH-
HbIA FenaTuT, HEOCTaTOYHOCTb 0L, -AHTUTPUMNCUHA, MEPBUYHBIN 1
BTOPWYHBIA BUAMAPHBIA LIPPO3 NeYeHu, Lppo3 B NCXOME He-
QNKOroNbHOr0 CTeaTorenaTuTa, KPUMTOrEHHbIV LPPO3 NEYEHN,
TaKKe MOryT NPUBOAUTL K BO3HWUKHOBEHWMIO MHI [7].

B pasBuTUM KIMHUYECKUX NPOSIBAEHUIA “LUIYHTOBON” 3HLE-
danonatnm 0CHOBHas Posib A0 KOHLA XX CTONETUS 0TBOANAACH
WHTOKCUKALMN aMMUakoM, NOCTyNaloLmMM B 06LLMIA KPOBOTOK
no CO3[4aHHOMY WCKYCCTBEHHOMY aHacTomo3y, 6e3 meTtabo-
nm3aumy B nedveHn. AMMuak yepes reMatoaHLedanmyeckumi
6apbep (FOB) NPOHUKAET B LEEHTPASIbHYIO HEPBHYIO CUCTEMY,
rze Hanbosnee BaxXHON MULLEHBIO SBASIOTCS aCTPOLLUTLI — eAMH-
CTBEHHbIE KNETKWN, HENTPANU3YIOLLME OCHOBHbIE TOKCUYECKNE
addekTbl aMmumaka. lopaxeHne acTpouMTOB U MOBbLILIEHHAS
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npoHuLaemMocTb M6 NPUBOAST K CHUXEHWIO SHEPreTUHECKOro
obecneyeHnsi HeMPOHOB M HAPYLLEHMIO CUHTE3a U BbICBOOOX-
LLEHVSI CUTHaNbHbIX MONEKYA, rMaBHbIM 06pa3oM rnytamara v
acnaptara [8].

B natorenese [HIL, n3yyaetcs posb NaTonOrM4eckoro
[OEMNOHUPOBAHNS TAXENbIX METANIOB B TKAaHSX, B 4aCTHOCTM
maprarua (Mn). CBa3b Mexay 3aboneBaHus MU nedeHn n Mn
cTana oyeBmaHou, korga B 1989 r. oBe He3aBMCUMbIE nUccne-
[loBaTesibCkme rpynnbl onybnvkoBanum AaHHbIE O TOM, YTO Y
NauUMEHTOB C LMPPO30OM MEYEHN NPU MarHUTHO-PE30HAHCHOMN
Tomorpadum (MPT) ronoBHOro Mo3ra otMeyaeTcst cneumopuny-
Hasi ABYCTOPOHHSISI TMNEPUHTEHCKBHOCTL B 061acTn 6negHoro
wapa Ha T1-B3BELUEHHbIX M306PaXEHNsX MPY HOPMasbHON
kapTuHe B pexume T2 [9, 10]. OTOT n3meHeHHbI MP-curHan,
YKa3blBAIOLLMIA HA OTNOXEHWS MapamMarHUTHOrO BeLLeCTBa B
MO3rOBOM TKaHW, 0Ka3ancs UOEHTUYEH n3MeHeHnsaM Ha MPT
y MPUMaTOB C MapraHLEeBON MHTOKCKKALIMEN, Y NIOAEN C Npo-
deccroHanbHbIM MapraHLUeBbIM HEMPOTOKCMKO30M, Y nauu-
€HTOB Ha MOJIHOCTbIO NAPEHTEePaNbHOM NUTAHUW UK Y IIOAEN,
NPUHUMABLUMX BHYTPUBEHHbIE HAPKOTMYECKNE CPeacTBa, Co-
nepxatume Mn. B nocnepytoLwmx nccnegoBaHnsax NoATBEPAN-
J10Cb, 4TO Y NAUMEHTOB C 3a60N1EBAHNSMU NEYEHN UMEET MECTO
MOBbILLEHHBI YypoBeHb Mn B KpoBW 1 NKBOpPE, U BbINO ycTa-
HOBJIEHO, 4TO YPOBEHb Mn KOppenmpyeT ¢ BEAMYNHON NaToNo-
rmyeckoro curHana Ha MPT [11].

MopTOCNCTEMHOE  LUYHTMPOBAHWE WrpaeT BaXHENLLYIO
posb B HakonneHun Mn. Y 300poBbIX N04ei raCTpONHTECTU-
HaNbHbIA TPAKT y4acTBYeT B MOMOLLEHUN 1 anuMmHaumMm Mn.
O6bl4HO Mn, NOCTYNAOLWMIA C NULLEN, NPeBbILLIAET Heobxoam-
MbIli OpraH1aMmy ypoBeHb Gonee Yem Ha 95%, 1 GonbLuas YacTb
Mn, noctynatowias B nopTaNbHbIi KPOBOTOK, HE3aMeanTeNb-
HO 9KCKPETMPYETCS C Xenyblo. Y NaLMEHTOB C NaToNornen ne-
YeHM aKckpeums Mn HapyLleHa 1 MeTan1 NPOHMKAET B CUCTEM-
HbIl KDOBOTOK 1 B MO3I. [lepeHoc Mn 13 noptanbHOro KpoBso-
TOKA B CUCTEMHbI/ 0KA3aCs BXHENLLIMM NaTOreHeTUHEeCKM
3BeHOM B passuTum MMHI. [lanee 13 cMCTeEMHOro KpoBOTOKA
Mn, Tak xe Kak Xeneso u megp, npoxogut M6 ¢ nomoLblo
6esKoB-MEeTaINIOTMOHENHOB, OTBEYAIOLLVX 38 CNeUndUIecknii
nepeHoc 6rBaneHTHbIX MeTannos (DMT1) [12].

MccnepnosaHuii, B KOTOPbIX AOKA3bIBAETCAH CBA3b HAKoMe-
HMS Mn B rONIOBHOM MO3re C Pa3BUTUEM HEBPOIOrMYECKON
CMMMTOMATUKK, [0 CUX NOP He Tak MHOro. bonee Toro, ypoBeHb
Mn B KPOBM KOPPENUPYET TONLKO C 06bEMOM NATONOMMYECKOro
curHana Ha MPT, HO He sBnsieTCs NPeanKTOPOM HEBPONOrnye-
CKOW CUMNTOMATUKMN.

Mpu NaTonoro-aHaTOMUYECKUX MCCNEA0BaHUAX MaumeH-
TOB C NPOdECCMOHANbHBIM MapraHLEeBbIM HEPOTOKCUKO30M
6bI110 NOATBEPXAEHO, YTO HeipoaereHepaLys UMeeT MecTo B
OCHOBHOM B 611€IHOM Liape, 0COBEHHO B MeANansHOM CerMeH-
Te, 3a H/M CneayloT CTPUMaTyM U PETUKYNISIPHAs 4acTb YEpHOM
cybcTaHumn. Mpu MUKPOCKOMUYECKUX MCCNELOBaHMSX Oblio
BbISIB/IEHO HANM4Me y BCEX NAaLMEHTOB aCTPOLMTOB anblireime-
posckoro Tina ll, ¢ yBeANYEHHbIMU MMAEPXPOMHbBIMU ApaMK

N BHYTPUSIAEPHBIMU BKIIOYEHUSIMM TIMKOTreHa. 9TV aCTPOLMUTI
Hambonee 3aMeTHbI B 30HaX, MPUAEraloLLX K COHIMO3HOM Ae-
rerepaummn. [1o cvux nop ocrtaercs 3arafakon, noyemy Mn akky-
MYNMPYETCS NPEUMYLLECTBEHHO B 30HE Ga3asibHbIX raHrIMeB.
B HeKOTOpbIX CCNeaoBaHmsX Obi10 06HAPYXXEHO, YTO MeTaNN B
BbICOKMX KOHLEHTPALMSAX akKyMyIMPYEeTCs BHYTPU MUTOXOHA-
P rAnanbHbIX KNETOK M 4TO CUMMITOMbI MOTYT ObITh pE3ynbTa-
TOM HapyLLIEHWSsI SHEPreTU4eCKoro Metabonuama.

B nocnegHue rogbl Npov3oLllen 3aMeTHbIN NPOrpecc B
PaCKpbLITUX MEXAHU3MOB KJIETOYHOIN rbenu, Bbi3BaHHON Mo-
BbILLEHHBIM cogepxaHneM Mn. CyleCTByIOT foka3aTenbcTa
TOro, YTO MapraHLueBasi TOKCMYHOCTb CrIOCOOCTBYET anonTosy
KJIeTOK, HapyLuas GyHKUMM AbIXaTesIbHOM LLen MUTOXOHLPUIA U
Takvm 06pa3omM peanuays UUToTokcuyeckuii apdext Mn [13].

Be3 coMHeHus1, 06a NaToreHeTNYECKNX MEXaHN3Ma — KaK 1H-
TOKCUKaLWMs aMMUAKOM, TaK 1 HakorieHre Mn B rOfI0BHOM MO3-
re — COCTaBNSOT Hepa3pPbIBHbIA NAaTOBMOXMMUYECKUIA KackKaf,
NPUBOZALLMIA K Pa3BUTMIO KIIMHWMYECKUX nposisaeHuin MHIA.
KnuHnyeckasi kaptnHa npw MHIL, cknagpiBaeTcs U3 Asurartesib-
HbIX, KOTHUTMBHbBIX U 9MOLIMOHANBbHBIX PacCTPoncTB. CpenHuii
BO3pacCT Hayana 3aboneBaHns — 5-6-e AecATUNETNE XNU3HW, Of1-
HaKO MHOrAAa CUMMTOMbI MOTYT BO3HUKATb YXe B LETCKOM BO3-
pacTe. Ha nepBbIii NnaH y Taknx NaLMeHToB BbIXOAMT SKCTpanm-
pamyaHas CYMMITOMaTuKa, XapakTepuayloLwascs MnosiBNeHneM
aKUHe3nn, PUrngHoCTK, TPeEMopa MOKOS MU NOCTypasibHOro
Tpemopa, XopeoaTeTo3a, MUOKIOHWA, AUCTOHUN B PA3IMNYHbIX
coueTaHusix [5]. Takke MOryT BO3HMKATb aTakCusl, IMpaMuUaHbIe
3HaKW, rasoasuratesibHble HapylleHusi. KOrHUTUBHbIE Hapy-
LLIEHUS NPEACTaBNEHbI CUMMTOMaMU NMOPAXEHNs T0OHBIX JONEN
Unn cBsideit NoBHbIX fonelt ¢ 6a3anbHbIMK raHrmMMsSMK, NPOsiB-
NAOLWMMNCS PAaCCTPONCTBOM BHUMAHMS, CMIOCOBHOCTU K KOH-
LEHTPaLmm, CHUXEHNEM CKOPOCTU MCMXOMOTOPHBIX PeakLumi,
CHWXEHWEM WHTENNEKTa, HapyLUEHWEM NaMsTW, 3PUTENbHO-
NPOCTPAHCTBEHHBIMY HApyLeHuaMun. B Tsxenbix cinydasx pas-
BMBAETCS NEYEHOUHAs AEMEHLMS. OMOLIMOHAMBHbIE HAPYLLEHMS
XapaKTeprayloTCs CHauana NosiBfIeHNEM anaTun, NMOBLILLEHHOW
COH/IMBOCTY, @ B Ja/IbHEWLLIEM NPUCOEANHAIOTCS Aenpeccus v
06CECCUBHO-KOMMYNbCHBHBIE PACCTPONCTBA. [probpeTeHHas
HEBW/IbCOHOBCKAs rematouepebpanbHas AereHepaums MOXeT
NPUBOOMTbL K Pa3BUTUIO MUENIONATUM C CUMMTOMaMN MEeIEH-
HO NMPOrpPeCCHPYIOLLErO HUKHErO CMAcTMYEeCKOro napanapesa,
HapyLEeHUAMMN YyBCTBUTENBLHOCTM U PACCTPOMCTBAMM PYHKLMM
Ta30BbIX OpraHoB. Muenonatust 06bIYHO NPOSIBSIETCS 3HAYU-
TENbHO MO3Xe, YeM SHuedanonaTus. M3BecTHbl cnydan pe-
MUEIMHU3NPYIOLLEI NMONMHEBPONATUM, BO3HMKAtOLLEN Npu 60-
NIE3HAX NeveHn Ha GoHe aMMUAYHOM MHTOKCKKaumm [14].

AnppepeHumnansHas anarHoctuka MHIL, npoBoanTCcs B
3aBUCKMOCTY OT NpeobnagaHns onpeaeneHHbIX KMHUYECKUX
CMMMTOMOB C Pa3nuyHbIMK 3a00NEBAHNSIMU HEPBHOW CUCTE-
Mbl, B OCHOBHOM C 0o0ne3Hbio BunbcoHa—KoHosanosa [15],
MapraHLueBbIM HEMPOTOKCMKO30M, CBS3aHHBIM C Npodeccuno-
HanbHbIM OTPaBfiEHMEM, BONE3HAMM C HAKOMIEHWEM Xene3a
B 6asafibHbIX raHrMax (HacneACTBEHHbIN reMoxpomaros), a
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Takke C aHuedanonatmen, BO3HMKaOWEN Ha GOHe npuema
adenpoHa, B COCTaB KOTOPOro BXOAWT MepMaHraHat Kaaus.
B nocnefHve rofbl BbisiBneHbl MyTauum B reHax SLC30A10,
SLC39A14 v SLC39A8, npusoasLume K HapyLLEHMIO TPAHCMOopP-
Ta Mn 1 KNIMHWUYECKM NPOSIBASIOLLMECS B BUAE NMOPAXKEHUS 3KC-
TpanupamuaHom CUCTEMbI B AETCKOM Bo3pacTe [16].

bBonesHb BunbcoHa-KoHoBanoBa accoummpoBaHa ¢ MyTa-
umMen meapcesasbiBatoLLen ageHo3uHTpudocdarassl P-Tvna
C ayTOCOMHO-PELECCMBHBIM TWUMOM HACNeaoBaHWs, KOTopas
NPUBOAUT K NaTONOrMYECKOMY HAKOMAEHMIO MEAN B FOSIOBHOM
MO3re 1 nevyeHu, Bbi3biBas cxogHble ¢ MHI knnHnyeckne cumn-
TOMbI. 370 3ab0neBaHNe MOXHO UCKIIOYUTb, NPOBESs UCCe-
[0BaHne cneundryeckoro MeAHOMO IMraHaa LepynonnasMuHa
1 Meay B CbIBOPOTKE KPOBU, YPOBHU KOTOPbIX BYAYyT CHUXEHBI, &
9KCKPEeLMs Meay B CyTOYHOM Moye OyaeT NOBbILLEHHO.

Ona noaTBepXAeHWs AmarHo3a MCMofb3yeTcs LUMPOKMN
KOMMeKC nabopaTopHbIX U MHCTPYMEHTANbHbIX METOAOB UC-
cnenosanys. Ha MPT 3ameTHa runepuHTEHCMBHOCTL NOAKOP-
KOBbIX 1€P 1 YepHOI cybcTaHUmm Ha T1-B3BELLEHHbIX 1300pa-
XeHusix. OBbIYHO NepPBbIM BOBNIEKAETCS OneaHbIN Wwap, B HEKO-
TOPbIX Cy4yasix Takxke CKOpJyna v XBoCTaToe s4p0, KpOMe TOro,
BCTPEYAETCS NOBLILLEHUE CUrHaa OT 3y0uaThIX 54ep MO3xeuka
Ha T2-B3BeLLUEHHbIX 1300paxeHusx [4]. Y nauneHToB C Bbipa-
XXEHHbIMW KOTHUTUBHBIMU PACCTPONCTBAMM Ha T1-B3BELLEHHbIX
n300paxeHnsax oTMeYanmch 6onee BbIPaXXEHHas rMNepUHTEH-
CVBHOCTb MOAKOPKOBOro 6enoro BewlecTBa, a Takke 3Hayu-
TesbHas KOPTUKO-cybkopTukanbHas atpodus [4]. Mpu npo-
TOHHOW MP-cnekTpockonuu 6bin BbISIBAEHBI MHOXECTBEHHbIE
U3MEHEHVSI B METAbONIM3ME FrOfIOBHOrO MO3ra, C NOBbILLIEHUEM
OTHOLLUEHWS TMYTaMUH/KPEaTUH U yMEHbLUEHWEM OTHOLLEHUN
MWO-WNHO3UTON/KPEATUH 1 XONWMH/KpeaTvH B GnefHOM Luape u
6en1oM BELLECTBE. DTV U3MEHEHWSI KOPPENUPOBASN C MMNEPUH-
TEHCMBHOCTbIO 6NieaHOro wapa Ha T1-B3BeLleHHbIX M300paxe-
Husx. Takke y 60nbHbIx ¢ MHI, 06HapyXMBanoch NoBbILLEHNE
ypOBHS Mn B KPOBM, OOHAKO STOT MOKa3aTesb HE OTPAXAET B
TOYHOCTY CTEMNeHb TsXecTn 3abonesanuns [5].

Bribop npenapatos ans severHus MHI/] 3aBucut ot npeob-
NafarLLmMx CUMNTOMOB 3a60n1eBaHus.

Xopesi 1 OpOBYKKONMHIBaNbHAsA ANCKMHE3NS YaCTO XOpO-
LU0 OTBEYAIOT Ha aHTArOHWUCThlI AOPAMUHOBBLIX PELLENTOPOB —
HEeMpONenTuKX, OLHAKO 3TV Mpenapatbl YBENMYMBAKOT PUCK
pa3BuUTUS HeOBPATMMOro NO3AHErO HENPONENTUYECKOTO CUH-
npoma. TeTpabeHasuH — npenapat, 06paTMO MHIMOMPYIOLLIWIA
[0CTaBKY fodaMuHa, — B HACTOSILLLEE BPEMS PEKOMEHIYETCS
MHOTUMMW  KIIMHUUMCTAMU TIPU NIEYEHUN TUNEPKUHETUYECKIX
CVYHOPOMOB pPasnuyHol atmonorum [17].

Mpy npeobnagaHnn B KIMHUYECKON KapTWHE CUHAPO-
Ma MapKMHCOHM3Ma WCMONb3YIOTCH Mpenapatbl J1eBOAONMbI.
B 6onblUMHCTBE MCCNENOBAHWIA MPOTMBONAPKMHCOHUYECKME
npenapatbl oka3anucb HeabdEKTUBHbLIMI, OOHAKO €CTb Ha-
6110eHNs YCMELHOro NpuMeHeHns nesogonsl [18].

OTUNeHANaMUHTETPAYKCYCHAa KUCNOTa — XenaTHoe Co-
efMHeHne, foka3asLuee CBOK 3P DEKTVBHOCTb B IEHEHUN HE-
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KOTOPbLIX 3a60NEBaHNIN C HAKOMMIEHWEM TSXENbIX METaoB,
HO ee addektnBHocTb npw MHI He fokasaHa. B HepasHO
NPOBEAEHHOM MCCNef0BaHNMN BblI0 OTMEYEHO, YTO TPUEHTHUH,
nepopasbHbIiA XeNaTHbI KOMMEKC, MCnonb3yemblii npu 6o-
ne3nn BunbcoHa-KoHOBaNoBa, yMeHbLIal HEBPOJIOTMYECKUI
neduumnt, namerHernms Ha MPT 1 cHuxan ypoBeHb Mn B KpoBu y
naumenTos ¢ MHIA [19].

Takxe npoBOAMNNCE UCCnenoBaHus abdeKTMBHOCTM aMu-
HOKMCNOT C Pa3BeTBNEHHbIMM OOKOBLIMU LIEMSMU, TAKUX Kak
NeuyH, n3oneinumH 1 sanut [20].

B knnMHMYeckoM HabntoaeHun 2-MeCsuHbIN Kype Ne4eHnst
N1aKTyN030M B KOMMAEKCE CO CTPOrov BeretapnaHckomn anetomn
NpUBEN K HEKOTOPOMY YMEHBLLIEHUIO BEIPAXEHHOCTU XOpeunye-
CKUX rMNepK1MHe30B y naumenTa [21].

OCHOBHBIM METOLOM NEYEHUs ABASIETCS TPaHCNIaHTaums
nedenn [22]. B uccnenoBaHusix NPoAEMOHCTPMPOBAHO, YTO
Oaxe npu gnuTenbHo npotekatowen MHIL nocne ycnewHon
onepaLmy BO3SMOXHO YNyylLEHNE, BKIIIOYAs YMEHbLUEHNE Bbl-
PaXEeHHOCTW TMNePKMHE30B, NAapPKMHCOHM3MA, atakcuu, mue-
JIoNaTUmM U KOrHUTUBHOW AnCOYHKUMK. YpoBeHb Mn B KPOBUM 1
n3meHeHns Ha MPT Takxe yMeHbLIalTCA Npu BOCCTaHOBIe-
HUM QYHKLMM NEYEHN, HO HOPMANN3ALLS STUX NAPAMETPOB He
BCeraa fBaseTcsa NonHow. BocctaHoBneHMe Noce TpaHcnnaH-
TauMu neveHn 06bIYHO 3aHMMAET HECKOJIbKO MECSILIEB, XOTS B
HEKOTOPbIX C/TyHasx yNydleHne HacTynaeT yXxe B Te4eHne He-
CKOJIbKMX YACOB MOCIE XMPYPrMyeCcKoro BMeLLaTenscTea [22].

KnuHnyeckoe HabnogeHue

Maument C.A., 32 roga, noctynun B 5-e HEBPOSOrMye-
cKoe oTaeneHve HayyHoro ueHTpa HeBposorum B nioHe 2017 .
C Xasobamy Ha N3MEHEHME MOXOAKM, CnaboCTb B EBOIA HOre,
nepuoamnyeckme CUHKONaNbHbIE MPUCTYMbI, TPEMOP PYyK, ne-
proanyeckoe NonepxvBaHve TBEPAON nuwen. U3 aHamHesa
M3BECTHO, YTO Ha 3-1 AeHb XWU3HW Y nauneHTa Obina oOHapy-
XeHa xentyxa. Ha 4-M rogy Xu3Hu BbISIBAEHbl MOpTanbHas
rMnepTeH3ns, TPOMO03 BOPOTHONM BEHbI, BAPMKO3HOE pacLum-
peHve BeH nuwieBopa. Ha 6-M rogy XwsHu nposegeHa one-
paumsi KABOME3EHTEPUAIbHOTO LUYHTUPOBaHWS. [lanbHeiiee
pasBuTVE nauyeHTa NpoTekano COornacHo BO3pacTty. B BO3-
pacte 12 net BriepBble Obl1 OTMEYEH NMPUCTYN PaCCESHHOCTY,
COHNMBOCTU, YPOBEHb aMMIMaka B CbiIBOPOTKE KPOBW COCTaBWII
160 mkmonb/n (Hopma go 45 mkmonb/n). B 20 net BHe3anHo
BO3HWKJA KPATKOBPEMEHHAS MblLLeYHas CaboCTb B HOrax, npu
npoBeaeHun anekTpoHeipomuorpapum (SHMI) by obHa-
PYXeHbI NPU3HakM NonMHeBponaTun. MNpoBeaeH Kype neveHmns
BUTaMMHaMu rpynnsl B, nocne yero Habnoganock ynydileHune
OHMrI-nokasareneii. B 30 net BO3HWK MPUCTYM MeanuTeSb-
HOCTW, 1le30PMEHTALLMI, COCTOSIHME BbIO PaCLLEHEHO Kak Mpo-
SIBNIEHNE MNEeYeHOYHON 3Huedanonatnv, NpoBoauiach rena-
ToMeTabonmyeckas Tepanusi C MonoXuTeNbHbIM 3hHEKTOM.
B 31 rog (2016 r.) nmenu MecTo ABa aHanOrMyHbIX NPUCTYNa,
NosIBANCS TPEMOP PYK, CNaboCTb B HOrax, U3MEHEHWE NMOXOLKM.

[lo gaHHbIM NPEefoCTaBIEHHON MEOVUMHCKON OOKYMEH-
Tauuu, B o6LEM 1 BUOXMMUYECKOM aHanmM3ax KpoBu, obLLEM



aHasM3e MOYM NaToNorMn He BbISIBNEHO. AHaNM3bl KPOBU:
uepynoniasmuH, Meab, BUTamMuHbl B, B,, B, romoumnctent,
nakTaT - B Hopme; mapraned, (01.06.2017 r.) 39,9 mkr/n (Hop-
ma 6-11 mkr/n), ammmnak (21.04.2017 r.) 214 mkr/an (Hopma
11-45 mkr/on), xeneso (21.04.2017 r.) 4,4 mkmonb/n (Hop-
ma 11-28 mkmonb/n). Ha MPT ronosHoro moara B pexume T1
(mapT 2017 r.) BbISBASIOTCH CUMMETPUYHBIE TMNEPUHTEHCUB-
Hble o4arn B HWXXHEN yacTy GnefHoro wapa C ABYX CTOPOH
(pacLeHeHbl kak 0TNOXEHNS MapraHua). ATpoduyeckne nsme-
HEHWSI KOPbI MO3ra B BUCOYHbLIX Y TEMEHHBIX 061aCTsX C ABYX
CTOpPOH (puc. 1). Mpy SHMTI (mai 2017 r.): npUsHaKM CEHCOMO-
TOPHOI NonMHEBpONaTuM, 60ee BbIPAKEHHON B HUXHKX KO-
HeyHocTsix. [Mpw ynbTpassykoBoM nccnenosarnum (Y3W) 6ptotu-
HoM nonoctun (mai 2017 1.): NeYeHb He yBENNYEHA, MapeHxuma
He U3MEHEHa, reMaHrMoMa nevyeHun, KaBepHo3Has TpaHcdop-
Mauus BOPOTHOM BEHbI.

CeMmeliHbii aHaMHe3 He OTAroLLEH N0 OCHOBHOMY 3abone-
BAHWIO.

O6Luee cocTosiHME NP NOCTYMNNEHUN OTHOCUTENBHO YA0B-
neTBopuTensHoe. HopMOCTEHMYECKOrO TenocnoxeHus. Kox-
HblE MOKPOBbI, CAN3UCTbIE YACTbIE, BNAXHbIE, GU3MONOrmye-
CKOW oKpacku. [bixaHne BE3VKYNSPHOE, XPUMOB HeT. [paHunLbl
cepaua He paclumpeHsl. CepaeyHble TOHbI ICHbIE, PUTMUYHbIE,
yacToTa CepAeyHbIX CoKpalleHuin 62 B 1 MuH. ApTepuansHoe
nasnexHne 120/80 mm pT. cT. XX1BOT Npu nanbnauumy Markuin,
6e3601e3HeHHbIN. [eyeHb He yBennyeHa, 6e360e3HeHHa npu
nanbnauymn. CMNTOM NOKONAYMBaHKS MO NOSICHUYHOW 06nacTu
OTpULATENbHBIN C 06erX CTOPOH. [U3ypuyeckrx SIBNEHUIA HET.

Hesponorndeckmii cratyc. Co3HaHWE SCHOE, OpPUEHTU-
poOBaH B MPOCTPAHCTBE, BPEMEHW U COOCTBEHHOW JIMYHOCTK.
[Ma3Hble Wenu 1 3padkn paBHble. JBvKeHUs rnasHbix S610K
B nonHoM obbeme. CompyXecTBEHHas W npsiMas peakums
3paykOB Ha CBET XUBAs, CUMMETPUYHAS, CHKEHA amnInTyaa
CYXeHus1 3payka. AKKOMOZALMS N KOHBEPrEHLMS COXPaHHbI.
JIMuo CUMMETPUYHO B MOKOE U NPY BbIMOHEHU MUMUYECKUX
npo6. ncdoHus, nerkas gucodarus. uzapTpum HeT. [MoTou-
HbI pednekc xmBo. Cuna MbiLLL, Len COXpaHeHa. $13bIK B MO-
JIOCTW pTa, NPY BbIBELEHWUN — NO CPeHEN NnHWK. [ape3os u
MbILLEYHbIX aTPOPUIA HET. MbILLEYHBIN TOHYC B pykax He nsme-
HEH, B HUXKHUX KOHEYHOCTSIX MOBBILLEH MO NIACTUYECKOMY TUY.
CpepnHeamnnuTyOHbIA TPEMOP NIEBON PYKU, YCUIMBAIOLLMIACS
npu CTaTOKMHETUYECKMX Harpyskax. Jlerkas GpaguknHesus,
6onbLue B NpaBoii Hore. CyxOXunbHbIE U MEPUOCTaNbHbIE ped-
NIEeKCbl B PYKax CHUKEHbI, CUMMETPUYHBIE, B HOrax OXUBIEHbI,
C paclumpeHnemM pedrekCoreHHbIX 30H, CUMMeTpUYHbIe. Ma-
TONOTMYECKNX CTOMHBIX, KACTEBbIX 3HAKOB HeT. KnoHyc cton
(2-3 TonuKa), KNOHYChl KONeHHO Yateykm (1 Tonyok). KopeLw-
KOBbIX CMMNTOMOB HeT. B npo6e Pombepra nowartsisaetcs. Ha-
pyLueHne 60NeBOW YyBCTBUTENLHOCTU B AWNCTaNbHbIX OTAENax
HOT. YMepeHHble KOrHUTUBHbIE HapyLLEHKS (22 6anna no wkane
MoCA (Montreal Cognitive Assessment — MoHpeanbckast Luka-
112 OLEHKN KOTHUTUBHBIX OYHKLIMIA)), CHUXEHNE NamMSATy Ha Te-
KyLLe COObITVSI, 3PUTENBHO-MPOCTPAHCTBEHHbBIE HAPYLLEHNSI.

KAanHnyeckuin pasbop

Puc. 1. MPT ronosHoro mo3ra nauyenta C.A. (mapt 2017 1.): B
pexume T1 — CUMMETPUYHBIE MMMNEPUHTEHCMBHLIE 04aru (06Be-
[leHbl OBaNnamMu) B HUXHEN 4acTy 6nefHOro wapa ¢ AByX CTOPOH
(oTnoxeHna mapraHua). ATpoduryeckme 3MeHeHNs Kopbl MO3-
ra B BUCOYHbIX ¥ TEMEHHbIX 00/1aCTSX C ABYX CTOPOH.

Taknm 06pa3om, y 60NbHOr0 BbiSIBNEHbI 3KCTPaNMpamua-
HbI CUHAPOM, NPEACTABEHHBIN CTAaTOKUHETUYECKUM TPEMO-
pom, onurobpasukuHe3nen U PUrnagHOCTbIO, cTaTnyeckas u
OVMHaAMMyeckast atakcusl, NMPaMuaHbIA CUHAPOM C OXUBNEHU-
€M CYXOXWUNbHbIX pedneKCcoB, KIOHYCOM CTOM, CEHCOpHas Nno-
JIMHEBPONATUS U YMEPEHHbIE KOTHUTUBHbIE HapyLUEHKS. B net-
CKOM BO3pacTe NaLMeHT NOABEPrcs onepauum KaBOMe3eHTe-
pvianbHOro WyHTMpOBaHus. 3aboneBaHne MaHUdecTpoBano
B Bo3pacTe 12 neT; no AaHHbIM nabopaTopHoro obcnenoBaHus
BbISIB/IEHO MOBbILLEHVE YPOBHS ammuaka B Kposu. Cumnrtoma-
TUKA MMENa NPOrpeaneHTHOE TeHEHNE C HEKOTOPBIM yhyyLle-
HMeM Ha $OoHe NpoBeneHUs HelipoMeTaboMyeckon Tepanum.
Mo naHHbIM nabopaTopHbIX METOLOB UCCNEA0BaHUS OTMEYa-
J10Cb 3HAYUTENIbHOE MOBbLILLEHME YPOBHA aMmMumaka 1 MapraHua,
CHUXEHVe ypoBHS xenesaa. [Npyv MPT ronoBHOO MO3ra B pexu-
Me T1 0BHapyXeHbl CUMMETPUYHbIE TMNEPUHTEHCUBHBIE OYarm
B HVDKHEN Y4aCTW Nannuayma ¢ ABYX CTOPOH (PacLeHEeHbl Kak OT-
NIoXeHus Mapraxua). KasepHosHas TpaHchopmaums BOPOTHOM
BEHbI MO AaHHbIM Y3 9BNSeTCS BPOXAEHHOM ManbdopmaLm-
€, NpuBeLLLEN K Pa3BUTUIO CUHOPOMA NOPTasIbHOM MMNepPTEH-
31K 1 NOCAYXMBLLEN NOKA3aHWEM K LUYHTUPYIOLLEV Onepauum.

CoyeTaHne KIMHUYECKON KapTWHBbI, AaHHbIX aHaMHe3a Mo
noBOJYy MEPEHECEHHON onepauuy KaBOME3EHTepManabHOro
LUIYHTUPOBAHWS, Pe3yNbTaTOB HENPOBM3yanu3aumm 1 nabopa-
TOPHbIX UCCNELOBAHMIA NO3BONNO NPEANONOXUTL Y 60NLHOMO
avarHo3 MHI.

B nepuop HaxoxneHus B CTauMOHape MauveHTy MpoBO-
[Mnacb renatonpoTekTopHas 1 HelipoMeTabonmyeckas Tepa-
s (OpHUTUHA acnaptaT 15 r/cyT BHYTPb, TMOKTOBAS KMUCNO-
Ta 600 Mr BHYTPUBEHHO KanesibHO, a3okcumepa 6pomug, 6 Mr
BHYTPUMBILLEYHO, LMTUKOAUH 1000 Mr/4 ma BHYTPUMBILLEYHO).

MauneHTy GblN PEKOMEHI0BaH NPUEM MPENapaTos, yiyy-
Lwaowmx GYHKUMIO NeYeHu, Takmx Kak ypcoae30KCuxonesas
K1CNOTa, KOPPEKTOPbI rMNepaMMOH1EMUN (OPHUTMHA acnap-
TaT, NakTynosa), Ha3HayeHbl npenaparbl, CNOcOOCTBYOLME
3AMMUHALLM MapraHLua 13 opraHmama u npegoTepaLlatoLme
€ro u3bbITOYHOE MOCTYMNAEHNE, — KOMMIEKCOHbI (a30KCuMepa
6pomMua, NOIMMETUNICUNIOKCaHa NOIMIMAPAT), LMHKa cynbdar,
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a TaKke HeilpomeTabonunyeckas Tepanus (TMOKTOBas KUCoTa)
AN nedeHns nonuHesponatn. C Lenbio CHUXEHWS runepam-
MOHMEMUM Takke Oblna HazHaYeHa H1U3KoOeNnKoBas ameTa.

CnycTa 6 Mec nocne Hayana kypca nedeHus bblia oTMedeHa
BbIPQXKEHHAS MOIOXUTENbHAA AYHAMIMKA B COCTOSIHUM NaLMEH-
Ta: yNYYLWUAUCL NOXoaKa, KOOPAMHALMS, NaUMeHT CTan MeHee
arpeccuBHbIM, YIYYLINAUCL KOTHUTVBHBIE CMIOCOBHOCTM, Naum-
€HT BO30OHOBWN 06LLEHVE C APY3bSMI, HOPMAN30BasCs COH.
Mo panHbiM AHMI ot aHBapst 2018 . oTpruaTENLHON AMHAMUKM
No CPaBHEHUIO C MpeabiayLyM UCCNe0BaHWEM He BbisiBIE-
HO. YPOBHM MapraHua u ammmaka cHu3mnmce oo 14,7 mMxr/n n
181 mkr/an (06.09.2018 ) COOTBETCTBEHHO (puC. 2).

Takum 00pasom, B MpPeaCTaBleHHOM KAVHWYECKOM Ha-
6nioneHnn onucan cnydaii MHI, BO3HMKLIEN B OTCPOYEHHBbIN
nepvoz nocne NpPoBeAEeHHOr0 KaBOME3EHTEPUANIbHOMO LUYH-
TMPOBaHWS. XapakKTEPHOE COYeTaHWe aKCTpanMpaMuaHon,
MO3XEYKOBOW 1 NMPaMUAHON CUMNTOMATUKM C KOTHUTUBHBLIMMA
HapyLleHrsIMK, a Takke 0OHapYXXeHWe NOBbILLEHHbIX YPOBHEN
aMMmuaka U mMapraHua B KpOBW CBULETENbCTBYIOT O HEOOXO-
OVMMOCTU KOHTPOMS MapkepoB NEYEHOUHO sHuedanonaTum n
romeoctasa metanioB. CUCTEMHOE MCMOJIb30BAHNE KOMMEK-
COHOB Pa3fIMYHbIX KNACCOB /s MAPEHTEepanbHOro BBEAEHWS
(a3okcumepa 6poMua) M nNprvema BHYTPb (MOMMETUNICKIIO-
KCaHa nonurugpart) no3BOAnNI0 BOCCTAHOBUTL 3GMEKTUBHYIO
SNIMMUHALLMIO MapraHLa U3 TKaHei [0 OOCTUXEHUS HOpMalb-
HbIX €ro 3HayeHui. CBA3bIBaHME METANNOTUOHENHOB KMULLIEY-
HVKa MOHAMM LIMHKA TaKkke CrnocoBCTBOBANIO 3HAYUTENIbLHOMY
3amMefieHnio YCBOeHMs MapraHua. [laHHoe HabnoaeHne noa-
TBEPXAAET BAXXHOCTb MaPraHLEBON MHTOKCUKALLW B PA3BUTUN
MHIA, 6e3 apdeKTUBHOM KOPPEKLMM KOTOPO HEBO3MOXHO
10OUTbCS CTOVKOM peMuccum 3aboneBaHus.
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KAanHunyeckumin pasbop

Acquired Non-Wilsonian Hepatocerebral Degeneration
V.V. Poleshchuk, E.V. Iakovenko, E. Yu. Fedotova, and S.N. Illarioshkin

Acquired non-Wilsonian hepatocerebral degeneration (AHCD) is a chronic encephalopathy, which develops in patients with liver cirrhosis and is character-
ized by a combination of extrapyramidal and cognitive symptoms. Ammonia intoxication and the accumulation of manganese in the brain play the leading
role in the development of the AHCD. The paper describes the pathogenesis of the disease, its clinical features and differential diagnosis. An effective
method for correction of metabolic disorders and manganese intoxication is presented. Own clinical observation of a patient with a long-term course of
shunt encephalopathy with a characteristic history and clinical manifestations of the disease is discussed.

Key words: acquired non-Wilsonian hepatocerebral degeneration, hepatic encephalopathy, shunt encephalopathy, manganese, ammonia.

w012 pan— INMpoaomXa€eTcy NoANHCKAa Ha HaY4YHO-NPAKTHYECKHH )KypHan

“HEPBHBIE BOAE3HN”

Kypnan Bxogut B [lepedeHs Bemymmx pelieH3MpyeMbIX Hay9YHBIX XKYpHaJI0B
M M3aHNV, B KOTOPBIX JO/DKHBI OBITh 01Ty 0/1MKOBaHBI OCHOBHBIE HayYHBIe pe3ysIbTaThl
AyiccepTalyil Ha COMCKAaHMe yIeHbIX cTelleHeVl JOKTOpa M KaHAuJaTa HayK.

XKypHnan Bvixonut 4 pasa B ron. CTOMMOCTb NOANKCKH Ha NMoJsrona
no KaTanory arentcTBa “Pocnevato” — 840 pyb., Ha onun Homep — 420 py6.
NTonnuchon unnekc 81610.

eI MNMpoaomXaeTcs NnoANHCKa Ha )KypHarn
L,]r“ HENPEPDBIBHOIO MEAHLUHHCKOrNO oOpa3soBaHHus

“(IPAKTHYECKAA NYAbMOHONOIHA”

)Kypﬂan BXOIHT B l'lepeqeﬂb BelyWHX peueH3HpyeMbIX HayUHbIX XYpHaJoB H H3IaHHH,
B KOTOPbIX IOJIXHbI 6biTb Oﬂy6]lHKOBaHbl OCHOBHbIe Hay“Hble pe3yJibTaTbl nuccepTau,uil
Ha COMCKaHHe yueHbIX cTeneHer IOKTOpa H KaHoHOaTa HayK.

XKypnan Bbixonut 4 pasa B ron. CToMMOCTb NONNKHCKH Ha NoJrona
no KaTanory arentcTBa “Pocnevato” — 960 py6., Ha onuH Homep — 480 py6.

[lonnucHon uHnekc 81166.

nl)O,ZI.OIl)Ka€’l‘C}I noaAnHCKAa Ha Hayqﬂo-npal(’rnqea(uil JXypHan
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Jle4edHoe meno” —
nepHoxHuECkoE YYEGHOE HanankE PHHMY wm. H.H. Miporosn

XKypnan exogur B Ilepedens Bemymyx pemeH3npyeMbIX HayYHBIX )KypHaI0B
M M3[JaHNUVI, B KOTOPBIX JOJDKHBI ObITH OIy0/IMKOBaHbI OCHOBHBIE HayYHbIe pe3y/IbTaThl
AyiccepTalyil Ha COMCKaHNe YUeHbIX CTelleHell JOKTopa 1 KaHauIaTa HayK.

XypHan Bbixogut 4 pasa B rof. CToMMOCTb NOAMMCKN Ha Moroaa
no kaTtanory areHtcTea “Pocneyats” — 480 py6., Ha oayH Homep — 240 pyo.
MoanucHon napekc 20832.

Monnucky MoXHo ofhopMHTb B MioboM oT.nesieHHH cBsi3H Poccuu H CHI.
‘PenakuMoHHYI0 NOANKMCKY Ha /Mo60H XypHan H3naTenbcTBa “ATMocepa”
MOXHO 0hOPMHTb Ha caiTe http://atm-press.ru unu no Tenedony: (495) 730-63-51

HepsHsbie 6w1e3nun 172019
http://atm-press.ru

39



