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B naHHOM cTaTbe N3noXKeHbl OCHOBHbIE NyTW ANddepeHLManbHOro anarHo3a neveHo4Hon aHuedanonatum (MN3), ABNAIOWENCA OAHUM U3 PAHHWUX KINHNYe-
CKVMX MPOABMEHNI NEeYEHOHHO-KNIETOYHOW He[0CTaTOYHOCTUN NPU XPOHUYECKMX 3a601eBaHNAX neveHn. [InarHocTMyeckuii Monck paccMaTpuBaeTcA B pam-
Kax He TONbKO 3TMONOrMYecknx hakTopoB NOBPEXAEHNA MO3ra, HO U MO CTaAMAM pa3BUTUA camol M3, yunTbiBaA TPYyAHOCTU B YCTAHOBMEHNN MUHUMANb-
HbIX KIIMHNYECKMX NPOABNEHNIA — NaTeHTHoN M3, ¢ ncnonb3oBaHWeM NCUXOMETPUYECKNX TECTOB AJ1A BbIABIEHUA CKPbITbIX (PYHKLMOHANBHBIX HAPYLIEHWUIA
MO3roBOW AEATENbHOCTN U MHCTPYMEHTasIbHbIX METOA0B ANArHOCTMKM, NO3BOMAOLMX ONpeaennTb CTPYKTYPHbIE U3MeHeHnA mo3ra. C nosnuun natoreHesa
M3 npencTtaBneHbl Begyllee HanpaBrieHe B Boibope Tepanuu 1 ponb npenapatoB L-opHuTuHa-L-acnapTarta, BO34ENCTBYIOWMNX HA OPHUTUHOBbBIV LMK,
npeacTaBuTeNIeM KOTOPbIX ABMIAETCA HOBbLIN OTEYECTBEHHbIN NpenapaT OpHunartekc, obnafatoLmin BbipaXKeHHbIM rMnoasoTeMUYecKnum AencTBrUeM.
KnioueBble cnoBa: neyeHo4HaA aHUedanonaTuna, AnarHocTuka, tepanus, L-opHuTuH-L-acnaptar, OpHunaTekc.
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Abstract

In the article the main ways of differential diagnosis of hepatic encephalopathy (HE) is one of the earliest clinical manifestations of hepatocellular failure in chro-
nic liver diseases. Diagnostic search is considered in the framework not only of the etiological factors of brain damage, but also at all stages of development of
the HE, given the difficulties in establishing minimal clinical manifestations of the latent HE, with the use of psychometric tests for the detection of hidden func-
tional disorders of brain activity and instrumental methods of diagnostics, allowing to determine the structural changes of the brain. From the perspective of the
pathogenesis of HE represented a leading direction in the choice of therapy and the role of medicines L-ornithine-L-aspartate, acting on ornithology cycle, re-

presentative of which is a new domestic drug Ornilatex having pronounced hypoazotemic action.
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edeHo4Has sHLedanonarus (I[I9) xapakTepusyer mpo-
H THOCTUYECKY HEOMAarONpPUATHOE TeYeHe XPOHUIECKOIT
60JIe3H [TeYeHN C HATIMYNEM TelaToOLe/UII0ISIPHOI HeocTa-
TOYHOCTY, yTPaToil (YHKIMOHANIbHON aKTMBHOCTHU Liepe6-
PaJIbHBIX CTPYKTYP, YTO KJIMHMYECKY IPOABIIAETCA pa3BUTHEM
HEJPONCUXNYECKUX PACCTPOJICTB B BIUJI€ HapYIIEHNsA OBefe-
HIISI, MHTEJUIEKTA, CO3HAHMSI, CHA, GOPMIPOBAHIS TPEBOXKHO-
HeIpPeCCUBHBIX COCTOSIHMI, U3MEHEHVsI IMYHOCTH, aCTO 00-
PaTUMBIX B HAYaJIbHOI CTAAUU U HEOOPATUMBIX [IPU YETKOMI
Manudecrauyy KIMHUKY [4]. B cBsA3Y ¢ 9TUM B BeleHNM TaKUX
6OJIBHBIX OYeHb BaXKHBIM SIBIISIOTCS PAaHHSS AMAarHOCTUKA U
CBOEBpEMEHHasl aKTMBHAs Tepalms.

ITo pjaHHBIM MHOTOYMCIEHHBIX McChefnoBaHui, y 70-85%
6OJIbHBIX C IMPPO3OM IedeHN u 'y 25-40% ¢ popmupoBaHeM
[IOPTOCUCTEMHBIX IIYHTOB OOHAPYXMBAIOTCA CUMOTOMBI [19
Pa3HOI1 CTeIIeH) BBIPaKEHHOCT — OT MUHMMA/IbHBIX (Y 72-84%
OO0/IbHBIX) 1O KIMHUYECKM BBIPOKeHHBIX (Y 38-47% 60/bHBIX),
B TsDKEJIBIX CNTy4YasAX HACTYNAIT KOMa U cMepTb 60/1bHOTO. BbI-
)kmnaeMmocTb npu 0 u I cragunm I19 I‘[pI/I6I'H/[>KaeTC$I K 100%,
YXYALIAsCh O Mepe MPOrpeccUpoBaHus 3abomeBaHus; mpu
IT cragum - cocraBnser 60-75%, npu III-IV - oxono 30% n
nuub 10-20% manyeHTOB OCTAIOTCA B XKUBBIX I1OC/IE IEPBOTO
smmsopa 19 IV cragum — neyeHo4Hot KoMbl. TenaeHIMA K yBe-
JIMYEHUIO YaCTOTHI 3a6071eBaeMOCTH IIedeHy cTaBuT 119 Ha ofHO
U3 Be[yIMX MECT COBPEMEHHOI TellaTO/IOTUI M OIpefie/iAeT ee
MeJIMKO-COLMaIbHYI0 3HAYNMOCTb [7, 13].
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Ha ¢oHe XpoHMYECKOTO CKPBITOrO BOCIIA/IUTEIBHOTO IPO-
Ijecca, IPOTeKakolero 6eCCUMIITOMHO, eJMHCTBEHHBIM KITU-
HIYECKVM IpPOABIEHNEM IONIToe BpeMs ABAeTcA mumb I19.
Knmnunyeckoe teyenne I19 xapakTepusyercs, Kak 1 Te4eHMe
OCHOBHOTO 3a00/I€BaHN, CTAUITHOCTDIO I IIPOTPECCUPOBAHN-
€M aTO/IOTMYeCKUX M3MeHeHuit (Tabr. 1).

Ilepsas crapus I19 xapakTepusyercs MosBIeHNEM Y 00/Ib-
HBIX 0011[ell ¢/1abOoCT, TOJIOBHOI 60N, CYEeTIMBOCTI, BO3OYXK-
meHus U oiidopun, MyMa B yIIaxX, Me/IbKaHUA «MYILIEK» TIepef
I71a3aMM, SMOLVIOHATIbHO TabMIBHOCTY, HapYIIeHNeM KOOp-
AMHALMM MeTIKMX ABVDKEHMII/TI0uepKa, OONbHBIM CTOXKHO BBI-
TIOJTHATD IIPOCTBIe YMCTBEHHBIE 33/JaHNA — CTIO>KeHNe, BBIYNTa-
HIe.

Bropas cragusa [19 nposaBnsaeTcsa anaTueil, TOCKO, 3aTop-
MO>XEeHHOCTDIO, TIOBBINIEHHO} COHIMBOCTBIO, arpecCus-
HOCTbIO, MOTYT IOSAB/IATHCS FA/UTIOLMHALINY, Opefi, OTMedaeTcs
Ie30pMeHTalNsA BO BpeMeHU 1 ImpocTpaHcTBe. Ha anexTpo-
sHnedanorpamme (39T) onpenendoTcs peskoe 3aMeIeHIE
PUTMa, aMIUIUTY/ bl BOJIH, TOAB/IAIOTCA YCTOMYNBEIE TeTa- U
Te/TbTa-BOJHBI.

IIpu tpetbeit cragum 119 onpepenAoTca HapylleHNe CO3HA-
HUA B BUJIe OTTYIIEHHOCTY, IOBBILIEHNE CyXOKUIbHBIX ped-
JIEKCOB, Ha/lM4ue naronorndeckux pedexcos (I'opgoxa, ba-
OuHCKOT0, POCCONMNMO), pUTUIHOCTD CKEJIETHON MYCKy/IaTy-
put. Ilpu 93T ucyesaror anbda- u 6eTa-BONTHBIL, PEIUCTPU-
PYIOTCS TMIIb TUIIEPCUHXPOHHBIE TPeX(dasHble TeTa-BOJHBL
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Ta6nuua 1. Ctaguu N3

Kputepuu West-Haven, Bkniouyaa M3 ISHEN

OnwucaHue

Hopma (HenopaykeHHas neyeHb)

OHuedanonaTuu HeT, HeT ann3oaos M3 B aHamMHese

MuHumanbHaA

McrxomeTpuyeckme Unu HeponcMXonornyeckne N3MeHeHNA TECTOB MO N3YYEeHMNIO CKO-
POCTW NCMXOMOTOPHbIX PeaKLMii UCMONMHUTENbHBIX (DYHKLMA nnmn Heripoduanonormnye-
CKMe N3MeHeHMA 63 KIIMHUYECKUX MPU3HAKOB NCUXNYECKUNX N3MEHEHWI

CkpbiTan

Cragua |

O6bI4HO NOTEPA OCBEOOMIIEHHOCTH
Siichopua nnm 6ecnoKoncTBo
CHWKEHWe KOHLEHTpaLmmn BHUMaHWA
HapyLieHrA cnoXxeHvaA 1 BblYMTaHWA
3meHeHne puTma cHa

Cragma ll

BanocTtb unu anatua
[e3opvieHTauma BO BpEMEHN
OueBMAHOE U3MEHEHWE NINYHOCTU
HeapekBaTHoe nosegeHve
HAvcnpakena
AcTepukcmnc

ABHanA

Cragma lll

OT COMHONEHUMN 0o nonycTyrnopa
OTBeT Ha CTUMYTbI
CnyTaHHOCTb CO3HaHUA
[MNonHaA pesopueHTaumA
CTpaHHOe noBeneHue

Cragma IV

Koma

cToro obmeHa.

Mpumeyanne. ISHEN — International Society for Hepatic Encephalopathy and Nitrogen Metabolism, MexayHapoaHoe o6Lectso no uayyeHuio M3 n a3oTn-

Ta6nuua 2. Knaccudukauua NI (BceMUpHbI KOHIpecc racTpoaHTeposnoros, 1998 r.)

Tvn XapakTepucTtuka
A (Acute) M3 npu pyNnbMUHAHTHOW NEYEHOYHO HEAOCTATOUYHOCTH
B (Bypass) M3 npy pa3BUTMM NOPTOCUCTEMHbIX aHACTOMO30B MNPV MHTAKTHON NEYEHOYHON NapeHxmme
3nu3opnyeckan (CNoHTaHHaA, peLvManBMpYioLLan)
. ) MopTocMcTEMHOE LLYHTMPOBaHUe Npu L
C (Cirrhotic) OPTOCMCTEMHOE LLIYHTPOBAHNE NPyt LWMPpose MuHuManbHaA (naTeHTHan)
neYeHn ¢ ABNEHVAMY NOPTanbHON rMNepTeH3nun
MepcucTtupytowan

YeTBepTas cTafys ABIAETCA Hanboee TAXKEIION CTeleHbIo
I19, npu KOTOpOIi CO3HaHME MOTHOCTBIO YTPAuy€HO, 3pauky
pacIIMpeHbI 1 He PearnpyioT Ha CBET, CyXOXXIIbHbIE pedIeKChl
MCYe3aI0T, HePeJKO BBIABIIAIOTCS ITATONOTHYeCKUe pedIeKChl
baburckoro, Fopgona, JKyKoBCKOTO, B OT/IeNIBHBIX CIy4asx —
XBaTaTeNbHBI 1 X000TKOBbI pedexcol. Ha 93T gomuuu-
PYIOT TUIIEPCUHXPOHHBIE JeIbTa-BONIHBI, B 3aK/II0UNTE/IbHON
cragyu pucyHok DT mpubmikaercs Kk usonuuaum [21].

Kpome Toro, BeifienAI0T HecKoabKo Tumos I19 B 3aBucumo-
CTM OT OCHOBHBIX [TATOMOP(}OIOTMIECKIX IPU3HAKOB IIOpaXKe-
HYISI IIEYEHN U TeYEHNs [IATOIOTMYECKOro mporecca (Tabr. 2).

Tun A 06ycnosneH GyIbMUHAHTHOI TeIaTOLe/ITIONAPHOIN
HeJJOCTaTOYHOCTDIO, IIPOSIBIIAIOLIENCS OBICTPO IIPOTrPeCcCUPYIO-
MM HapylIeHMeM CO3HAHNA C BO3MOXXHBIM Pa3BUTIEM KOMBI,
CYLOPOXXHBIM CUHJPOMOM, U XapaKTepU3yeTcsl BEICOKOIL Jie-
Ta/IbHOCTBIO, IPUYMHON KOTOPOI1 ABIAKTCA OTEK IOJIOBHOTO
MO3Ta, TUIIOKCUA U BK/IMHEHME MO3Ta, YTO ABJAETCA IPOsIBIIe-
HUEM TSDKEJIOTO MOBPEXKAEHMSI aCTPOLIUTOB.

Tun B pasBuBaeTcsa nmpy NOPTOCUCTEMHOM IIYHTUPOBAHNN
KpoBU 03 IPU3HAKOB IeYeHOYHO-KJIETOUHOI HelOCTaTOY-
HOCTH.

Tun C BbIfie/NSI0T IpU LUppO3e MeYeHU, IpU KOTOPOM
cumnromsl I13, cTenenp X BbIpaXK€HHOCTM JOCTaTOYHO Ba-
puabe/IbHbI M Pa3BUBAIOTCA B CTPOTOIT 3aBUCKMOCTH OT OCHOB-
HOTO IaTO/IOTMYEeCKOro Mpoliecca B nedeHu. I1o teuenuo I19
tuna C BBIIENAOT SIM30ANYecKyIo, naTeHTHYyo (JIII9) 1 mep-
CUCTUPYIOLIYIO 9HI[e(aIONATHIO.

Snusopndeckas 119 (cioHTaHHas, pelUANBUPYIOLIAs) pas-
BUBaeTCst OBICTPO, B T€UeHUE KOPOTKOTO IPOMEXYTKA BpeMe-
HI, ee TPUITEPHBIMY (PaKTOPAMU MOTYT CTAaTh XKeMYLOYHO-KI-
IIeYHble KPOBOTEUEHN S, IIpYeM VIV C IOBBIIIEHHBIM COJep-
JKaHMeM OeJKa, HapyLIeH!UA BOJIHO-3/IEKTPOIUTHOTO 0OMeHa,
MHGpeKIN, IpueM ICUXOTPOIIHBIX IeKapCTBEHHBIX IIperapa-
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TOB. dnusoauyeckas I19 MoxxeT pasBUTLCA OHOKPATHO MU
VIMeTb PeLUVBUPYIOLINIT XapaKTep, ObITh HEIIPOLO/DKUTE/Ib-
HOJ C BPEMEHHBIM MHTEPBA/IOM 6 MeC MM MEHbIIE, C IIOCTe-
[IEHHBIM HaYa/IOM OT C/1a00BBIPAKEHHBIX CUMITOMOB [18].
MunnmanpHas 19 (JIIID) xapakTepusyeTcs OTCYTCTBUEM
BUJIVIMBIX K/IMHIYECKUX TIPOSIBIEHNUIT U TpebyeT UCIO0/Ib30Ba-
HUsA IOTIOTHUTENbHBIX IMAaTHOCTUYECKUX TECTOB [JIsl €€ BEPU-
¢duxanym. PesynbTaThl ICUXOMETPUYECKNUX Y HEIIPODU3MOTIO-
TUYECKUX TECTOB ABJIAIOTCA CKPUHMHIOM B IMarHOCTUKE CKPBI-
THIX (YHKIMOHATBHBIX PACCTPOIICTB LIEHTPATBHOI HEPBHOI
cucrembpl. Hapynienus nokasaresneii TeCTOB yKa3bIBalOT Ha Ha-
mruue JIIIS u MOTYT IUTe/IbHOE BPEMS CITYXXUTb eMHCTBEH-
HBIM KIMHUYECKMM IIPM3HAKOM IaTONOTuM nedeHu [14, 25].
Hamnuane JIII9 3a4acTyio CONPSDKEHO € Oc/abieHeM KOHIIEHT-
paiy BHMMaHMs, HeOOIbIION IMIIOKIMHe3Mell, pacCTPOIiCcTBa-
MM GYHKLUY IMCbMA, M3MEHEHUAMM KPaTKOBPEMEHHOII CIIy-
XOpedeBoJl MaMATH, ICUXOMOTOPHBIM 3aMefI/IEHIeM 1 HeafleK-
BaTHOI1 peaKlMell MAMeHTa B 9KCTPeMa/IbHBIX YCTIOBUAX, IIPU-
BOJAILEN K YBETMYEHMIO YMC/IA HECIACTHBIX C/TyYaeB, B YaCTHO-
CTU JOPO>XHO-TPAHCIOPTHBIX TPOMCIIECTBUIL. DTO CITY>KUT I10-
KasaHueM K nposefieHuio IO ¢ 11e/bI0 yCTaHOBIEHMS M3MeHe-
HUIT KOPKOBOJ MO3TrOBOJ I€ATe/TbHOCTY, OJJHAKO JIaHHbIE U3-
MEHEHUs HOCAT HecrennpuuecKuil XapakTep M MOTYT OBITb
00YCIOB/IEHBI He TONBbKO pasBuTueM 119, HO U MpueMoM J1e-
KapCTBEHHbIX ITpeNapaToB W IMnoHaTpyuemueii 1, 15].
INepcucrupyromas I19 xapakrepusyercsa Hamu4u1eM U3MEHIM-
BBIX OBEIEHYECKMUX peakuuii, nepudepndeckoit HeBpoIaTuy,
9KCTPaNMpPaMMUIHBIX PACCTPOICTB, MO3KEYKOBOI JleTeHepalui,
HapyIIeHWT CHa, a TAK>Ke TI0CTeNIeHHbIM HapacTaHueM/Iporpec-
CUPOBaHMEM NOCTOSHHO IPUCYTCTBYIOIIEN HEBPOIOTMYECKO
CUMIITOMATVKM, HECMOTPsI Ha MEJUKAMEHTO3HYIO TEPAIIMIO.
YuuteiBaa TpygHOCTU B pacniosHaBanuu I19 u oTcyrcreue
crenuUIHOCTY B KIMHMKE Pa3HOOOPA3HBIX IICUXUYECKMX U
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HEBPOJIOTMYECKMUX PACCTPOIICTB, 0COOEHHO Y KOMOPOUTHBIX
60/IbHBIX, ObIBaeT TPYAHO AuddepeHnpoBaTh I19 ot apyrux
MIPUYYMH TOpa>KeHN s LIeHTPaIbHOI HEPBHOI CUCTEMBI, COIIPO-
BOXX/IAIOI[MXCS M3MEHEHMeM IICUXMYeCKOTO COCTOSIHUA: MeTa-
60/I1YeCKIX, ONYXOJIeBBIX, MH(DEKIOHHbIX, IEKAPCTBEHHBDIX,
HapKOTMYECKUX, TPAaBMaTUYECKUX, TOKCUIECKUX UM AJIKO-
TO/IBHBIX, 1epe6pOBacKyIAPHBIX U Ap. B guarHoctudeckom
ITOVICKe OCHOBHBIMM KpuTepusiMu AnddepeHInanbsHOro guar-
HO3a CITy>XaT JaHHbIe OIIpOca Mal[MeHTa ¥ aHaMHe3, OlIpefe-
JNA0IIYe BefyIue ¥ COIyTCTBYOIVE GaKTOPBI MOBPEX/EHN
Mo3ra. OCMOTp IT03BOJIAET YCTAHOBUTD Ha/MNYMe «IIedeHOU-
HBIX 3HAKOB», 60/Iee BBIPOKEHHBIX Y MALMEHTOB IIpy MaHupe-
CTalMy IPU3HAKOB «BOJIBIION» €4I€eHOYHOI HELOCTATOYHO-
ctu (>KenTyxa, e4YeHOYHBIN 3alax, IPU3HAKM IIOPTANIbHON IU-
TIepTeH3NM U KOATyIoIaTuu u fip.). VX Hanmdme MoXeT yka-
3bIBaTh Ha [IpeobIajjaHie NeYeHOYHOTO MEXaH/3Ma Pa3BUTIS
sHuedanonaruu [12]. OgHAKO HeIb3s UCKTIOYATh Y CMEIIaH-
HOTO XapaKTepa pasBuTHs 9HIlepaIonaTum, 0COO6EHHO IIpy aj-
KOTOJIBHOII 60/Ie3HN € IIOpakeHreM Mo3ra 1 redenn. C Ipyron
CTOpOHBI, 3HIjepamonaTus BepHiKe, BCTpedaoIasics Ipu aj-
KoronusMe u gepuunre BUTaMuHA By (TmamMmHa), oTImngaercs
ot II9, BKIIOYaA NOMMMO aTAaKCUU [IeTMPUIL U TTTa30[BUTA-
Te/IbHble HapyLeHns (0dTaIbMOIIIErys).

Kpome Toro, MoryT BosHUKaTh TpygHOCTH Ipu Anddepen-
L[Ma/IbHOM [UATHOCTMKE Ha (pOHE IMITOITIMKEeMUM, KETOAL[U/0-
33, TUIIEPOCMOJIAPHOI KOMBI I JIAKTOALIMJI03a Y TTALIMEHTOB C
nyabernyeckoii nonuHeitpomnarueit. Ha ¢pone mprema Heripo-
JIENITUKOB, 6€H30/{a3eNINHOB U OIONUOB MOXET PAa3BUTHCS
JleKapCcTBeHHas HIleamonaTys. JIeKTPOIUTHbIE HAPYIIEHNS
B BUJie TUIIOHATPMEMUN Y TUIIOKATMEMUN MOTYT TaK>Ke IIpu-
BOANTH K HAPYLIEHNIO co3HaHMs. Heo6X0omuMo OTMeTHTB, YTO
cxopHble ¢ 19 HelporicuxmdecKye MPOsIBIEHNS MOTYT HAa0Ii0-
HaTbhCA U NIPY MOPAKEHUM MOoYeK. Tak, acTepukcuc (Xmomnamo-
Ui TPEMOP), 4aCTO IPUCYTCTBYIOLINIT Ha PAHHUX CTAAUAX
13, He sABNAETCA MATOTHOMOHMYHBIM CUMIITOMOM, TaK KakK
MOXeT HabmoaaTecs npu ypemun [20].

B HacTOAIee BpeMsA OTCYTCTBYIOT CTAaHAAPTU3MPOBAaHHLIE
KpuTepuu, nmossonAmoue puddepeniuposars 19 or apyrux
MIPVYVH PasBUTHS SHIIE(DATOIATHI U COMYTCTBYIOLINX HEBPO-
JIOTMYECKUX paccTpoiicTB. IIoMMMO OIeHKM KIMHUYECKUX
TaHHBIX Belylllyl0o poib B AuarHoctuke II9 urpaer oueHka
(GYHKIMOHATBHOTO NICUXNYECKOTO COCTOAHMA. [l BhIABIIE-
Hust 119 Hanboee 4acTo IPUMEHSIOT IICMXOMETPUYECKIE Te-
CTHI Ha IM(POBYIO IIOC/IEOBATEIBHOCTD U TECT IMHUIL C Pe-
TUCTpalLMell BpeMeH) BBIIOTHEHN TeCTa Y YMC/Ia JOMyIeH-
HBIX OIINOOK, a TAK)XXe aHATUTUYEeCKUE TeCThI ICUX03MOIINO-
HaJIbHOTO COCTOSHMA IAI[VIeHTa C OIIeHKOI YPOBHA TPEBOTH U
nerpeccun. I/ OLeHKY IICMX0IMOLIMOHA/IbHOTO CTaTyca Ipu-
MeH:AI0T TecTbl Mini-Mental State Examination (kpaTkas mka-
JTa OLIeHKM KOTHUTMBHOTO COCTOAHMA), Kanbsl Conn, ['aMub-
ToHa (oueHka genpeccun) u Crmnbeprepa-XannHa (1kana
tpeBorn). [Ipy HapyLIEeHNN ONTHUKO-IIPOCTPAHCTBEHHOI Aesi-
TEIbHOCTY, IPOABIAILIENCA B KOHCTPYKTUBHO allpaKCcun,
HaIMeHT HEeCIIOCOOeH CKOMMPOBATh IPOCTOI Y30p U3 CIMYEK
WIN CIEeIVATbHBIX Maso4yeK. Bce 3Ty TecThl IO3BOAIOT BBI-
SIBUTDb CKPBITble AUC(YHKIMM MO3TOBON HEATENTbHOCTU U
OIIpele/IUTh YPOBEHDb TaKUX HapyIIeHMIL.

Cpeny MHCTPYMEHTAIbHBIX METOIOB 00C/IeJOBaHNA BhIfie-
NS0T Hambortee crienuMIHBI [Ist fuarHoctuku [19 merop
BBI3BAHHBIX IOTEHI[MAMTOB. [JaHHBIII METO/ OLleHNBAeT PYHK-
L[MOHA/IbHOE COCTOSIHME U IIPOBOJUMOCTD apPepeHTHBIX IIy-
Tell MeX/Iy CTMMYIMPOBaHHBIMY NepuepriecKuMI HepB-
HBIMM OKOHYaHMAMM B KOpe FOJIOBHOTO MO3ra. ¥ psAfa manmn-
€HTOB C BBIPa)KEHHOII sHIle(anonaTeil BhABIAITCA U3Me-
HeHIs CTYXOBBIX M 3PUTE/IbHBIX BI3BAHHBIX IIOTEHIIMA/IOB
MO3TOBOTO CTBOJIa, COMAaTOCEHCOPHBIX BHI3BAHHBIX IIOTEH-
nuanoB. Heitpodusnonornyeckue nccnefoBaHms, Takme Kak
93T, aBnA0IAACa «30/I0TBIM CTAHJAPTOM» B OIPEJEIeHUN
JITID u oueHKe ee CTENEHM TSAKECTU, II03BONIAIT OOHApY-
KUTb U3MeHeHUs B [IeATeTbHOCTU KOPbI TOJTOBHOTO MO3Ta
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IIpM MMHUMAaJIbHBIX paccTpoiicTBaXx. HeltpoBusyanusanus c
HpYMeHeHNeM KOMITBIOTEPHOIT MIM MarHUTHO-Pe30HaHCHOI
TomMorpaduy BBISABISET M3MEHEHMSI OT OTeKa aCTPOIINNU
U/UY KOPBI TOJIOBHOTO MO3Ta 10 aTpo(MIecKux mopaxe-
Huit [23].

KrrogeByto ponb B popmuposanun I19, He3aBUCHMO OT Ma-
TOQU3NOIOIMIECKNX MEXaHN3MOB, UTPAET TUIIEPAMMOHIE-
MU, 9YTO TAKXKe SIB/ISIETCS OCOOEHHOCTBIO TOI ITATOIOTHINL.
ITeyeHDb CTYXXUT OCHOBHBIM MCTOYHIKOM aMMHUaKa B OPTaHMU3-
Me - 1o 80% aMMmaka IOCTyHaeT IPY SMMMUHALUY TyTeM
CUHTE3a MOYEBMHBI B OPMHUTUMHOBOM LuKie u 20% 3a cyer
CUHTe3a [JIyTaMVHa B IIeYEHM, MBIIIIAX ¥ TOIOBHOM MOS3Te.
Kpome Toro, aMmmak B JOCTaTOYHOM KOJIMYECTBe 0OpasyeTcs
BCJIEICTBYE Ie3aMUHMPOBAHNA aMUHOKVCIOT IIPY TUAIPOIU3e
Geska B IIeY€HN U AEVICTBYS IIPOTEOINTUIECKOI MUKPOGIOPBI
KIIIEYHMKA Ha MIeBOIT 6eI0K 1 MO4eBHHY [3].

IIpu cHIDKeHNUN CTIOCOOHOCTY TTeYeHN 00e3BPEXXUBATD aM-
MMaK B OPHUTMHOBOM I[MKJIe ¥ TTTyTAMMHCUHTETa3HOI peak-
L[N, @ TAKKe B Pe3y/IbTaTe MOPTOCUCTEMHOTO IIYHTUPOBAHNS
KPOBU pa3BuBaeTcs rumepammonremusi. Copepixatie aMmua-
Ka B CHCTeMe KPOBOOOPaIIeHNs YBeTNINBAETCSA 10 TOKCUYe-
CKOTO YPOBHA M COCTaBIIsAeT 6oee 45 MKMOJIb/1. AMMUaK Ipu
[IOBBILIEHN) KOHI[EHTPALIMM B KPOBY [IPOHMKAET Yepes rema-
To3HIedanyecKuit 6apbep, yMeHbIaeT 06pasoBaHme U UC-
H0/Ib30BaHMe aCTPOLMTaMM aieHo3uHTpUdocdara, CTUMyIn-
pYeT TPaHCIIOPT apOMAaTHYECKMX aMUHOKUCTIOT BHYTPb K/IeT-
Ky, yBemmuuBaeT apPuHHOCTD ocTcnHanTndecknx 5-HTi-ce-
POTOHMHOBBIX PELIENITOPOB, IOBBIIIAET IPOAYKIINIO Y-aMIHO-
MAC/ISTHOM KUCTIOTEI [4, 5]. ApoMaTiyecKue aMIHOKICIOTBI Ha-
PYLIAIOT afleKBaTHYIO CMHANITIYECKYIo Ilepefiady 3a CYeT yTHe-
TEHUS aKTUBHOCTY TMPO3UH-3-MOHOOKCUTEHA3BI, YIACTBYIO-
1eit B cCuHTe3e fodaMiHa 1 HOpajpeHaInHa, U 06pa3oBaHms
JIOKHBIX HEIIPOTPAHCMUTTEPOB [3-PeHMNTITaHONAMIHA, THPaA-
MIHA M OKTOIIAMMHA, CXOIHBIX II0 CTPOEHUIO C MCTVHHBIMU
HepoMearaTopaMy, HO MeHee aKTUBHBIX, a TAK)Ke HAKOIIIe-
HIISI B KJIETKAX TOJIOBHOTO MOSTa IPOAYKTa MeTabo/IM3Ma TPIII-
todaHa — cepoToHNUHA [6].

AMMUak okasbIBaeT HelpOTOKCHYeCKMil apdeKT mpexse
BCEro Ha aCTPOLINMTBI, KOTOPbIE TECHO CBSI3aHBI ¢ PYHKIIMOHN-
poBaHMeM HePOHOB. B acTponnTax aMmmmak ob6e3BpexuBaeT-
sl B IIyTAMUHCUHTETAa3HOI peakiuy ¢ 00pasoBaHueM ITTyTa-
MIHa, HaKOIIJICH/e KOTOPOTO BBI3BIBaeT ITOBBILIEHUE OCMO-
JISIPHOCTH M OTEK KJIETOK.

Passutre I13 Ttaxxe 06yCIOBIEHO POLjeccaMIt XKI3HE/esI-
TeIbHOCTM aMMOHMETEHHOII TPaMOTPULIATENNbHO MUKPODIIO-
PBI, IPOAYILVPYIOIIell IOMMMO aMMIaKa APYTYe HelIPOTOKCH-
YecKye MeTabOINTHI, TaKIe KaK MePKAIITaH, KOPOTKOL[eIToYe-
HbIe XUPHBIEe KMCIOTHI, PEeHOIbI U Ap. B yacTHOCTH, KuieyHast
HajI04Ka ¥ KIOCTPUANM IPOAYLUPYIOT aMMUAK, aMUHbI, HUT-
PO30aMMHBI, (GEHOIDI, KPe30JIbl, MHAOMbI, BTOPUYHBIE Keld-
HBIe KJC/IOTHI, alIMKVHBL; GAKTEePONABI U CTPEIITOKOKKM —
HITPO30AMVIHBI, BTOPUYIHBIE )KeTIHBIE KICIOTBI; IPOTEI — aM-
MUaK, aMUHbI, MHAO/. BakTepuanbHble 9HAOTOKCHHBI IPOHM-
KaloT Yepe3 reMaTosHIedannyecknit 6apbep, B JaCTHOCTH de-
pes3 SHAOoTeNMaNbHbIe KIIETKU U aCTPOLUTHI, aKTUBUPYIOT BbI-
CBOOOX/[eHIle TIPOBOCIIAIUTE/IBHBIX IIUTOKMHOB, BBI3bIBAS
oTeK 1 (PyHKUMOHAbHbIe HAPYIIEHNS aCTPOI/INN. YBenude-
HIle KOHL[EHTPAlUM aMMHUaKa CIIoCOOCTBYET YCUIEHNIO IyB-
CTBUTE/IBHOCT CEPOTOHMHOBBIX PELIENTOPOB, yIACTBYIOINX B
perynsnuu cCHa ¥ nHoBefeHus. BemencTBue 06e3BpexuBaHms
aMMIaKa OTMeYaeTCs IMOBBIIIeHNe KOHIIeHTPALUM TTyTaMIHa,
YTO MPUBOJUT K POCTY OCMOTUYECKOTO JaBJIeHN B aCTPOIIM-
Tax TOIOBHOTO MO3Ta ¥ HAOyXaHUIO HeJPOI/IMa/TIbHbIX K/IETOK
U SIBISIETCA MOP(ONTOTMYECKUM CYyOCTPATOM HJIsI PasBUTUS
ITI39. B cBOIO 04Yeperb, MEPKAITaHbI 1 (hEHOIbI, 0OpasyoImecs
B KMLIeYHMKe, MHIMOupytor Na*/K*-agenosunrpudocdarasy
B MeMOpaHax HePBHBIX KIE€TOK ¥ YBEIMYMBAOT TPAHCIOPT
apOMAaTHYeCKNX AMUHOKIIC/IOT B TOJIOBHOJL MO3T, TeM CaMbIM
ycUIMBas HEMPOTOKCUMYHOCTh aMMMaKa. MexaHusM Helipo-
TOKCUYHOCTU KOPOTKO- U CPeJHEIeII0UeYHBIX )KMPHBIX KIUC-
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JI0T, 00PA3YIMXCS U3 MNLIEBLIX XUPOB IO BO3/eiiCTBUEM
GakTepuil KMIIEYHNKA Y BCIELCTBIIE HEMTOTTHOTO paciiafa ux B
HeYeHM IIPY IeYeHOYHO-KIeTOYHOI HeJOCTATOYHOCTH, TAKXe
CBA3BIBAIOT ¢ TOpMOXeHMeM Na*/K*-anenosuntpudocdarassl
HeltpoHOB. JKupHBIe KICTOTBI TOPMO3SAT CHTE3 MOYEBIHBI B
HeYeHM, 4eM TaK)Ke CIIOCOOCTBYIOT TUIIepaMMOHMeMIN [2].

Takum o6pasoM, IuIepaMMOHMEMMUs WUIpaeT KII0YeBYIO
ponb B maroreHese I19. OpHako runepaMMoOHMeMIA ABIAETCA
IPUYMHON pasBUTUA SHIepaIOIATUN U IPY BPOXKAECHHBIX Jie-
(eKkTax CMHTe3a MOYEBMHEI, CMHApOMe PeifHo, Tepanuu ¢ uc-
[0/Ib30BaHMeM ITyTaMIHAa3bl VIV aclaparuHasbl, KOTOpPbIe
KIVMHUYECKM KMEIT HeMPOICUXUIECKYI0 CHMIITOMATUKY,
CXOZHYIO ¢ TaKoBoOIt mpu 119, uyTo Takxke 0OYCIOBIMBAET He-
06x0UMOCTD U depeHIIPOBAHHOTO MOAX0/A K BeLeHNIO
nmanuenTos ¢ 119 [20].

YuurbiBasg maroreHes pasputus IIO9, mpmopureTHbIMM B
JIe4eHNM CTAaHOBATCA MpenapaTsl, BO3JECTBYIOINEe Ha OPHU-
TUHOBBIN HUKI. OJHNM M3 TaKMX JIeKaPCTBEHHBIX CPEICTB AB-
nsercs L-opHuTHH-L-acmapTat, CTUMyIMpPYIOLiT 06e3Bpexu-
BaHMe aMMIaKa B IIe4eHN ITyTeM HOPMaIU3al[iL [IUK/Ia CUHTe-
3a MO4eBUHBI [13, 26]. OcHOBHBIE COCTABIIAIOIIYE IIpeIapaTa
L-opanTuH-L-acnaprat, BcTpanBasAch Ha KIIOYEBBIX 3Talax B
peaxiny OpHUTHHOBOTO LMK, CIIOCOOCTBYIOT BOCCTAHOBIIE-
HUIO LMK/INYECKOTO [IPoLiecca Ha 3TallaX CUHTe3a LUTPY/UINHA,
aprYHMH-CYKI[MHATa M [TyTaMUHA. L-OpHUTUH CTUMYINpPYeET
kap6amonndocdaTcuHTeTady 1 OpHUTHHKApOaMonTpaHcde-
pasy, a Takxe caM ABJAETCS aKLENTOPOM KapOaMOWIbHOI
Tpymmsl Ipu obpasoBaHny HUTPy/IMHA. OPHUTHH, KpOMe BCe-
ro, CHOCOOCTBYeT BbIPabOTKe MHCYIMHA M COMAaTOTPOITHOTO
TOpMOHA U IIPUMEHSIETCs B KaueCTBe KOPpUrMpyIoLieit f06as-
KI K IIperaparaMm JIs1 HapeHTePa/bHOTO MUTAHNUA Y IALMeHTOB
¢ 6e7IKOBOII HEOCTATOYHOCTBIO [9]. L-acmapraT y4acTByeT B
CMHTe3e apIMHIH-CYKI[MHATa ¥ aKTUBUPYeT ITTyTaMaTCHHTeTa-
3y npu obpasoBanuu rryrammHa [8, 11]. Kpome toro, L-opHu-
THH-L-acmapraT nHruOupyer karabonmusm 6e/ka B MbILILAX,
HOPMAJIN3yeT COOTHOIIEHNE COAEPKAHNUA aMUHOKUCTIOT KPOBI
Y BBI3BIBAET BBIPAXKEHHBIN aHTMOKCUAAHTHBI 9 dekT [5].

CornacHO pe3ynbTaTaM MHOTOYMC/IEHHBIX MCCIeTOBAHMII,
npruMeHeHne L-opuutuH-L-acnaprara B cpaBHeHNM ¢ pudak-
CYMUHOM ¥ JIAKTY/I03011 B 6OJIBIIIEN CTeTIeHN IIPOIEeMOCTPUPO-
BAJIO y/Iy4llleH)e KIMHNYIECKUX U TabopaTOPHbIX ITOKa3aTesel
npu nedeHuu 119 y manymeHTOB ¢ pasHbIMU 3a060/IeBaAHUAMY
mevenu [17, 19].

[Tpu Hapymenuy GyHKIMM IIeYeHM Y>Ke Ha Hada/lbHbIX 9Ta-
IIaX pasBUBaeTCA IUIepa3sOTeMNUs, YTO BefleT K TOKCUIeCKOMY
HOBPEX/ICHUIO KJIETOK MO3Ta, 11 MealIbHblil IIperapaT Ipy 3a-
60/eBaHIAX [IeYeHN JO/DKeH 06/1aaTh MIOMMMO TellaToONpo-
TEeKTOPHOI aKTUBHOCTHU ellle M TUINO0a30TEeMUYEeCKUM CBOJI-
cTBOM. TakuM HOBBIM OPUTMHAIBHBIM OTE€YeCTBEHHBIM IIpera-
parom sBnsercs Opannarekc (L-opuutuH-L-acnaprar), npo-
ussopurens — 3A0 «Papm®upma “Corexc’». JlekapcTBeHHAsA
¢dopma OpHuaTekca mpecTaBlIeHa KOHIIEHTPATOM /I IIPK-
TOTOBJIEHVsSI BHYTPUBEHHOI MHY3UM, YTO YBeININBaLT 61O0-
[OCTYIIHOCTb AaKTMBHOTO BEllIeCTBa ¥ II03BOJISIET €r0 UCII0/Nb30-
BaTh Ha Pa3HbIX CTAAVX 3aboneBanns [9]. Opumtatekc 6maro-
fapsi KOMIUIEKCHOMY MeXaHU3MYy HeVCTBUSA CIIOCOOCTBYeT
yCKOpeHuIo MeTabonusMa aMMuaKa, OKasplBasi TeM CaMbIM 3a-
HUTHOE JeJICTBYE Ha IleYeHb U KIeTKY FOTIOBHOTO MO3Ta.

ITpu cpaBHeHun OpHMIATEKCA C IpenapaTaMy TelaTOTPOI-
HOTO fieficTBUs (9cceHnmanbHble GochONNIUBI, aTeMeTHO-
HuH, PocdorInB) OCHOBHBIM SB/IAETCS (PAKT OTCYTCTBHUSA Y 11O-
crepHuX addexTa HeliTpanusaunn ammuaka. Kpome toro, B
2016 1. B ®I'BY «Poccuiickuii OHKONMOTMYECKUIT Hay4YHbIN
uentp um. H.H.bnoxuna» Munsgpasa Poccun Begymumm oH-
KojioraMm ObUIa IpoBefeHa HaOMofaTe/IbHasl IporpaMma, B
KOTOPOI y4aCTBOBA/IN HAI[MEHTbI C OHKOIOIMYeCKNMI 3aborte-
BaHUAMN, NOMYYAOIUMMM XyMuoTepanuo. Ilo oOKOHYaHUU
IIPOTPaMMBI ObITIO OTMEYEHO MOIOXNTeNbHOe BiusiHye OpHu-
MaTekca Ha QYHKIMIO IIeYeH) Y 9TUX 60/IbHBIX [9]. B pesynbra-
Te crernyanucramMmu Poccuitckoro obiiectBa KIMHUYECKON OH-
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Konoruy npenapar OpHMIaTeKC BKIIOYEH B KIMHIYECKIE pe-
KOMeHJalluM 110 TOfJiepKUBalollell Tepaluy B OHKOJIOTUM B
paszen «KOppeKLU/IH T€nmaTOTOKCUYIHOCTH, I/IH,E[yLU/IpOBaHHOf/[
MIPOTMUBOOIIYXO0/IEBOM XMMIOTEPAIINEN».

OpHI/I]IaTeKC, ABNIAACD €EAUHCTBEHHDBIM OT€YE€CTBEHHBIM IIpe-
IapaToM C BBIPA)KEHHBIM T'MIIOA30TeMUYECKUM JlefICTBUEM
apn 3a60HeBaHI/IHX II€YEHN "N CHOCO6CTBYH KyHI/IpOBaHI/IIO
mporpeccupoBanus cumnToMos I19, okasbiBaercs Hanbomee
BbITOJHBIM 1 MOJXET IIPMMEHATDbCA KaK 3aM€Ha 6oree AOpoOro-
CTOsILel UMIOPTHON Tepanuu.
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