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Pedepar. M3ydeHBl OCOOCHHOCTH KIMHHYECKOTO TEUCHUS
HEBPOJIOTHYECKHUX (POPM T'€MaTONCHTHKYIISIPHOH IeTeHepanni 110
pe3yspTaTaM YeThIpexIeTHEero KaTaMHe3a 47 O0JIbHBIX C IUPOKUM
BO3PaCTHBIM JHana3oHoM (cpeaHuii Bo3pact — 33,4 roma mpu
cpenHel naBHOCTH 3a0oneBanus 18 net). 3a mepuon HAOIIOICHUS
YXYAIIEHUE COCTOSHUS C MPOrPECCUPOBAHUEM IATOJOTHMYECKUX
CHMIITOMOB BO3HHUKIJIO B 21,27% cityuaes; jeTaqbHble HCXOAbI —
B 4,25%; cTabunu3anus HeBpoaorundeckoro aedexra — B 48,9%;
perpecc maronorud — B 25,5%. OTO MO3BOIMIO BBIACIHUTH
JBA THMA KJIAHUYECKOTO TEYCHHS TeNaTOJICHTHKYISIPHON
JereHeparyn: OmaronpusTHsil (B 74,46%) 1 HeONMAaronpusTHBIA
(25,5%). dakTopamu pHcKa HEONAroNpHATHOTO THUIA TEUEHHS
TCTIATOJICHTUKYJISIPHOW ~ JICTCHEpAIlMd  SIBUWIACh  TSXKECTh
KITMHIYECKHX TPOSBICHAHN 3a00JIeBaHUS K TIEPHOLY AUATHOCTUKU
HEBPOJIOTMYECKON CTauy, [UINTEIbHOCTD 3a0eP KK Ha3HAYCHUS
MEIBATUMUHUPYIOIICH Teparnui U BBEIPAXKEHHOCTh PacCTPOMCTB
ncuxukd. [IporHO3 mMpH TemaToJIeHTHKYISPHOH JereHepanuu
3aBUCEN OT MPOIOKUTEIBHOCTH 3a00JIeBaHHs, CPOKOB Hadaja
TEpaIHu U COOIOJICHUS CXEM €€ NMPOBEICHHUS.

KitoueBble crioBa: TemaToJCHTHKYISpHas —JAereHeparus,
KJIMHUKA, TCIYCHHUE.

TYPES OF CLINICAL COURSE OF NEUROLOGICAL
FORMS AT HEPATOLENTICULAR DEGENERATION
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The special aspects of neurological forms of hepatolenticular
degeneration, based on the results of four years monitoring of 47
patients (the average age of patients is 33,4 years old, the average
prolongation of the disease is 18 years) are studied in this paper.
During the monitoring period: deterioration in the condition with
the progress of pathological symptoms appeared in 21,27% cases;
fatal cases - 4,25%; neurological defect’s stabilization - 48,9%
of cases; regress of pathology - 25,5%. There are two types of
development of hepatolenticular degeneration: favourable
one (74,46%) and pejorative one (25,5%). The risk factors of
pejorative type of decease development are: the severity of
clinical aspects at the time of diagnostics in neurological stage,
period of the delay of the copper-eliminate therapy prescription
and the degree of mental disorder. The prognostication on
hepatolenticular degeneration depended on the duration of the
desiese, time of the therapy begining and the compliance to it.

Key words: hepatolenticular degeneration, clinical picture,
aspects.

enaroneHTuKynsipaas aereHeparus ([JI) —

0one3np Bunbscona—KonosanmoBa (BBK) —
TSDKEIIO€ HacJeICTBEHHOe 3a0oiieBaHME, B OCHOBE
KOTOpPOTO JIKHUT HApyIIEHHE MeTadoim3Ma MeH,
MIPUBOJAIIEE K €€ HAKOTUICHUIO B Pa3IMIHBIX OpraHax
u TKaHsx. Cpeau Bcel HAclEeJCTBEHHOW MaTONOTHH
OHO 3aHUMAET 0c000e MECTO. DTO CBIA3aHO C TEM, UTO,
OKa3aBIINCh B YHCJE HACIEICTBEHHBIX OOJIE3HEN,
JUISL KOTOPBIX pa3paboTtaHa 3(pQeKTuBHAs HaToreHe-
Tueckas tepanus, [JI/] He UMeeT YeTKuX KpUTEpHUeB
JMUATHOCTHKY Ha PAHHUX dTalax pPa3BUTHS U OTIIHYA-
€TCsl HeMPEeCKa3yeMOCThIO TEUEHHUS B JalTbHEHIIIEM.
TpyaHOCTH CBOEBPEMEHHON JUArHOCTUKH 3aBUCST HE
TOJIBKO OT HEOOBIYaHOTO pa3HOoOOpa3us e¢ KIIMHU-
YECKUX MPOSIBICHUI, HO U OT OTCYTCTBHUS E€IMHOU
CHUCTEMBI OIIEHKH TIOKa3aTelleli MeTomoB oOcie-
nmosanus [3, 5].Otkpeitne reHa ATP7B n oOHapy-
JKEHHE YaCTOTHI €T0 TeTePO3UTOTHOTO HOCHTEIHCTBA
C LIMPOKHM CHEKTPOM MyTauui ¢ OJHOM CTOPOHBI
paspemwio yTOYHUTh TPUPOAY MHOT000pasus
KImHu4Yeckux nposeiaenuit 171, ¢ npyroit — ykazaino
Ha HEBO3MOXKHOCTh Hcmoib3oBarh JHK-anmamms B
KadecTBe OCHOBHOTO KPUTEpHUS AMAarHOCTUKU 3a00-
nesanus [11, 12, 16, 17]. 3a nociennue aecsTUICTUS
UHTEpeC K u3ydeHutro Bcex acnekroB [JIJ[ ycumumics
[1-5, 9]. B 2004 . 6611 ocHoBaH EBpomefickmii
komuteT 1o mpodaeme [J1/]. [lmaBHOM mpobIemMoii ero
HCCJEI0OBAaHUM CTAJI0 YTOYHEHUE KPUTEPUEB paHHEHN
JMUATHOCTHKH W HEONArompusATHOTO MPOTHO3a 3TOTO
3a00MeBaHMs B pa3TUYHBIX TEPPUTOPHAITBHBIX 30HAX.
B nameit crpane B 2013 . HannonansubiMm CoBeTOM
DKCIIEPTOB IO peAKUM OOJe3HAM ObLT pa3paboTaH
[Ipoekt pekomMeHaaui 10 TUArTHOCTUKE U JICYEHHUIO
oonesan  Buiasconma—KonoBamoBa («IIpoexkt M3
P®» or 05.12.2013) [8]. C menpro dhopMUpOBAHHS
€MHOTO TOJXO0Aa K OIEHKE TSIHKECTH KIIMHUYECKHX
nposienennii IJIJI, B HeM OBUIO pPEKOMEHIOBAHO
WCTOJB30BaTh OaTpHy0 ImKamy [ompamreilina
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B mMomudpukanmmu B.B. Tlommmyka [7]. DTo craio
OCHOBOW CO37aHMS €IUHON CHCTEMBI 0TOOpa KpHUTeE-
pueB nuarHoctuku [J1J] y OONBHBIX, MPOKUBAIOIIIUX
B Pa3IUYHBIX PETHOHAX CTPAHBI.

Lenpto HacTosIIEro MCCIENOBaHUS SBHIOCH
M3y4eHHEe 0COOCHHOCTEH TeUeHHUS HEBPOJIOTHUECKHIX
dhopm I'JIJ1 niist oripenenieHust KpUTEPUEB €€ Hebaro-
MPUSATHOTO NMPOTHO3a.

B crarbe mpencraBieHbl NaHHBIE 00CIENOBaHUS
47 nauueHToB ¢ HeBponornueckuMu popmamu [J1/1,
HaXOAWBIIMXCS Ha JICYCHWU B JIeYeOHBIX yupexie-
nusix [Ipumopckoro kpast u oy HabmoneHreM ¢ 2011
mo 2015 .

Kpurepusmu BritoueHuss OONBHBIX B HCCIENO-
BaHME SIBISUIMCH KiIMHUYeckue mposieneHus [T/,
Hannuue Konbla Kaiizepa—®@neitmepa (K®) npu
0(pTaTEMOIOTMYECKOM HCCIIEIOBAaHUH, TI0KA3aTeIH
abOpaTOpPHBIX METOAOB OOCIEeNOBaHUSA: HU3KHN
YPOBEHHb CHIBOPOTOYHOTO IIEPYIIOILIa3MUHA (MEHBIIIE
170 mr/m), yBenmueHHE 3KCKPEIUH MEAH C MOYOH
(Gonmee 1,26 wr/m) w Bu3yanuzauusi H3MECHEHHH
B DIyOWMHHBIX CTPYKTypax TOJOBHOTO MO3ra IIpH
MPT-ucciaenoBanuu.

Ompenencaue HeBponormdeckux Gopm  [J1J]
MIPOBOAMIIOCH, cornacHo kimaccudukaruy B.H. Koro-
BasioBa [6], C y4EeTOM BBLACICHUS aPUTMOTUIIEPKU-
HETHUYECKOM, 3KCTpanupaMHIHO-KOPKOBOH, apoxa-
TENBHON U JPOXKATEIbHO-PUTHIHONW (POPM, KOTOpBIC
6pun 0603Hadensl Kak I, II u III rpynmsl, cooTBeT-
CTBEHHO TepednciieHHBM ¢dopmam (B III rpymmy
OBLTH BKJITFOUEHBI OOJIHHBIE C IPOKATEITFHON U IpOXKa-
TEJILHO-PUTHAHON opmamn).

OlLieHKa TSKECTU KIMHUYeCKuX npossienuit [J1J]
npoBoawiack 1o mwkaine H.II. lonpamreiina B Mmoau-
¢duxamum B.B. ITommmyka [8]. Cymma 6amioB HUxe
10 cooTBeTcTBOBANIAa JETKOM cTemeHu, oT 11 mo 24
0aioB — cpenmHeit, Ooiee 25 — TSHKETON.

Tun teuenus [JI[] ycTaHaBiIuBanu Ha OCHOBAHUU
MIPOTPECCUPOBAHUS KIMHUYECKUX MPOSBICHUN MATO-
JIOTUU U OTPHUIIATENHbHON TUHAMHMKH B IMOKa3aTemsixX
7mabOpaTOpPHBIX W HMHCTPYMEHTAIBHBIX METOIOB
o0ciieoBaHusl.

Jus nedeHus wucmonb3oBanu d-MEHUIMIUTAMAH
(xkynpeHmi) U cyabdar IHMHKA, WX UX COBMECTHOE
MIPUMEHEHUE C YyYeTOM HHIWBUIYalIbHON peakuuu
MAI[MEHTOB Ha 3TH IpPeraparsbl.

[nst cTaTUCTUKHM YYETHBIX MPU3HAKOB HCIOJIb-
30BaJICHh A0CONIOTHBIE 3HAYEHHS U TIPOIIEHTHBIC
B3auMOOTHOIIEeHUs. [Ipu cpaBHEHUHU MapameTpuue-
CKUX JAaHHBIX B TPYyIIax HaONIOACHUS MPUMEHSIIN
t-xputepuit CteionenTa n @uriepa. Paznuuns Mexay
CPaBHHBAaEMBIMH BEJIMYWHAMH CUUTAIUCH CTAaTHUCTH-
YeCcKH 3HaYUMBIMU Tipu ypoBHE p<0,05.
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Pacnipenenenue 47 6ompubix [JIJ] mo rpymmam
MO3BOJIWJIO BBIIEJIUTH CPEAU OOCIEIOBAaHHBIX TPH
rpynnsl: 1-1 — 20 manueHToB ¢ apUTMOTUIIEPKUHE-
TUYECKOH, 2-1 — 16 OONBHBIX C IKCTpPATHMPAMHUIHO-
KOpKOBOM, 3-1 — 11 mamueHToB C IpoXKaTreabHOM
U JpoKaTenbHO-pUruaHoil  dopmamu. CpemnHuid
BO3pacT OONBHBIX cocTaBul 33,4+6 5eT, JaBHOCTH
IUATHOCTUKMY 3a0o0xeBanus konebanack or 4 mo 60
net (B cpenHem 18 mer). [lanueHTOB %KeEHCKOTO MONa
ob10 19, My>)ckoro — 28.

MonekynsapHO-TeHETHUECKOEe HCCIeA0BaHNE TeHa
ATP7B mo3BOJWIO YCTAHOBUTh HOCHTEIBCTBO TPEX
MyTaluii, HauOojee 4YacTO BBIIBISIEMBIX Y IalH-
entoB [JIJI B Bocrounoit Espome (Glyl267A4rg;
His1069Gly,; delC340) B 32 nadmonenusx (68,08%).

B 1abn. 1 mpencraBieHbl OCHOBHBIE MOKA3aTEIH
oOcyiefoBaHUSl NALMEHTOB BCEX TIPYNN K Hadaimy
UCCIIeIOBAHUSL.

Cpenn 0o0ciie1OBaHHBIX Mpeo0afaid HalueHTHI
B Bo3pacte 10 20 set (51,06%) ¢ 1aBHOCTBIO JHarHO-
CTHKH HeBpojorudeckoit craauu [J1J] Gomee 5 mer
(68,08%).

TsoxecTs KmmHUYecKUX nposeiernit [JIJ] B Oomb-
muHCTBe cimydaeB (y 24 — 51,06%) cooTBeTcTBOBaANA
TSDKENoM creneny, pexe (y 18 maunentos —38,29%) —
cpenHeit crenenn u tonbko B 5 (10,6%) Habmome-
HUSX — JIETKOMH.

Yacrora Busyanmmsamuu Ha MPT wmopdonoru-
YecKHX Ie(EeKTOB B CTPYKTypax MO3ra IOCTHTaja
91,48% (B 31,9% ciay4aeB OHU OTpa)kajl cOYETaHUE
IUCTPO(UUECKUX U3MEHEHHH B 0a3aIbHBIX TaHITIMAX
¢ arpo(puuecKuMU B HEPBHOW TKaHM).

Yactora  oOHapyxeHHA  CHOPMHUPOBAHHOIO
konbia Kaitzepa—@rnelimepa wnmn ero (parMeHTOB
npu  0QTaIbMOIIOTHYECKOM O0CIEeOBAaHMH TaKKe
cocrasisiia 91,48%, B 40,4% cirydaeB HabIIOMATOCH
€ro NnojHoe HOpMHUPOBAHHE.

PaccrpoiicTBa ncuxukn Habmomamuch B 82,97%
(v 39) ciryqaeB, cTaOMITBHO MTPOSIBIISISL Ce0s yMEPEHHOM
crenieHpl0 B 74,46% (y 29), u mocTHranud CTETeHd
nemenmmu B 21,2% (y 10).

[lpu3Haku mopaskeHHsl IeYeHH OB YCTaHOB-
nensl B 82,9% wabmronenwit. B 14,89% cirydaes
OHM HOCHWJIM BBIPaKCHHBIH XapakTep. MOTOpHbIE
9KCTpanupaMuiHble 1e(eKTbl HOCUIN BbIPaXKEHHBIH
xapakrep y 37 (79%) GoibHBIX.

3a 4-neTHH mepHoOA HAONIONEHHWH YXy/IIICHUE
cocTtosiHusST BO3HHKIO B 25,5% (y 12 mammeHTOB)
CIIy4aeB, Cpely KOTOPBIX MIPOIPECCUPOBAHUE HEBPO-
JIOTHYECKOro Ae(eKTa U MCUXUIECKUX PAaCCTPOHCTB
passuwiock B 21,27% (y 10), neranbHblid Mcxon —
B 4,25% (y 2). Crabunuzanusi KIMHAYECKUX MPOSIB-
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Tabruya 1
YacToTa BBISIBJeHHS Pa3JHIHbIX IPU3HAKOB NaTo10ruu 'y 60abnbIX [U1]]
K HavyaJy uccjaenoBanus (adc. / %)
I rpynna II rpynna III rpynna Bcero
Maronorms (n=20) (n=16) (n=11) (n=47)
Busyanuzauus naronoruu na MPT:
BCETO 19/95 13/81,2 11/100 43/91,48)
CMeEIIaHHEIE 5/25 3/18,75 7/63,6 15/31,9
[Maronorus nevyeHu:
BCETrO 19/95 9/56,2 11/100 39/82,97
rpyobie 4/20 1/6,25 2/18,18 7/14,89
Hannuue xonbua Kaiizepa-®@neiimepa
(hparMeHTsI 18/90 15/93,7 10/90,9 43 /91,48
3aBepIICHHOE 8 /40 8/50 3/2727 19 /40,42
JIaBHOCTh AMarHOCTUKU:
1o 5 ner 6/30 7/43,75 2/18,18 15/31,9
6 — 20 et 9/45 7/43,75 9/81,8 25/53,19
6ombmie 20 et 5/25 2/12,5 7/14,89
[Icuxuueckue paccTpoiicTpa:
BCETO 16 /80 12/75 11/100 39/82,97
rpyObIe 5/25 3/18,75 2/18,8 10/21,2
BeIpaxkeHHOCTh MOTOPHOTO JeeKTa:
JIerKast 2/10 8/50 0 10/21,27
yMepeHHast 12/60 7/43,75 6/54,5 25/53,19
rpy0ast 6/30 1/6,25 574545 12/25,5
Tabnuya 2
Yacrora pa3Butus pa3sHbix TUnoB TedeHusi [V1/] y mauuenToB pasubix rpynn (% / ade.)
I rpynna II rpynna III rpynna JlocToBepHOCTH
Tun Teserns (n=20) (n=16) (n=11) pasamii
BraronpustHeii 80,0/16 87,5/ 14 45,5/5 P,,<0,05
Heb6naronpustabIit 20,0/ 4 12,5/2 545/6 pL273<0,005

IIpumeuanue: p, — pasmuuus B [ u 1l rpyrnax; p, — pasauyust 8 11 u 1l rpynnax; p,— pasmuyaus B I u I rpynmax.

neHuit Hametunach B 48,9% (y 23), perpecc naroso-
THYECKUX CHMITTOMOB — B 25,5% (y 12).

OTO MO3BONIWJIO BBIACTAWTH ABAa THUMA TEUCHHS
HeBposormueckux ¢opm IJIJI:  OGmarompusTHBIH
(c perpeccoM HaToIOTMYECKUX MPOSBICHUH WIHM HX
crabummzarnueit) — B 36 (74,46%) nabmromeHUsIX W
HEONMaronpusATHBIN (C MPOTrPecCHPOBaHNEM MATOJIO-
TMYECKUX HPOSBICHUN WM JIETAJbHBIM HCXOIO0M) —
B 12 (25,53%).

B Tabn. 2 mpencraBieHo pacmpenelieHHe Main-
€HTOB ¢ pa3HbIMU TunIaMu TeueHus [J1J] mo rpynnam,
a Ha pucyHkax 1, 2, 3, 4 — pacnpenenaeHle 4acTOThI
perucTpanyu OCHOBHBIX IOKa3aTesnel o0cae10BaHus
y OOJIBHBIX C Pa3HbIM THIIOM TEYEHHUS ATOJIOTHH.

HeOnaronmpusiTHBIE THN TEYEHHS ITOCTOBEPHO
yame pa3BuBasics y OompHBIX | m III rpymm. B IIT
rpyIme oH OblI 3aperucTpupoBaH B 54,5% ciyuaes,
BI—B 20%, Bo Il — TommbKO B 12,5%.

Pasnuuuii B uynciae MyXYUMH M KCHIUUH CpEnu
OOJIBHBIX C Pa3HbIMHM THIIAMH TEUCHUS BBIIBUTH HE

YAAJIOCh: B CIy4yasx ¢ HEOJIArONpUSATHBIM TEUCHUEM
UX CcOooTHomeHus coctaBmwin 58,3% k 41,6%, B
HAOTIOIEHHSX ¢ OaronpusATHHIM TeueHueM — 54,28%
K 45,7%, COOTBETCTBEHHO YHCITY MY»XYUH U JKEHIIUH
(puc. 1).

CpenHuii Bo3pacT OOJBHBIX K MEPUOLY IAHArHO-
CTHKH HEBPOJIOTHUECKOTO Ae(heKTa COCTaBHI y TaL-
€HTOB C HeOJaronpusTHBIM TeueHueMm 54,3 rona,
B ClOy4asx cO cTa0mwin3anuell HEBPOJIOTHYECKUX
nposiBiieHnit — 27,7 roga, y OONBHBIX C pErpeccoM
MATOJIOTUYECKUX CUMITOMOB — 25 JIeT.

Bo Bcex HabOmIomeHHWsX ¢ pa3BUTHEM HeOJaro-
npusitHoro tuna teuenus [JIJ] nuarHocTuka HeBpo-
JIOTHYECKOM CTajuH, a, CIEeJOBATENbHO, U JIEUCHHE
3amazaeiBani. Hespomormdeckast cramust B 100%
ciydaeB Oblla auarHoctupoBaHa mocie 21 roma
(B 3pemom Bo3pacte). [laTomorust kK 3ToMy EPHOAY B
83,3% HaOmroneHui yKe COOTBETCTBOBAJIA TSKEIION
CTENEHH, a CilIydau C 3aJEp)KKOM BKIIOYEHHSA B
KOMIUIEKC JIEYEHHS MEIbITMMUHHUPYIOMINX IIpera-
patoB, npessiaroniei 20 net, coctaBunu 33,3%.
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Puc. 1. Pacnpenenenne 601bHbIx TUI/] ¢ pa3sHBIM THIIOM Te4eHHSs 110 TOJY M BO3PACTY K HEPUOLY
JUATHOCTUKH HEBPOJIOIHYECKON CTAAMH.

70% 66,6 %
66,6 % 65,2 %
60%
50%
40%

0 30.4 % 33,3 % 33.3 9% B He6/1aronpUATHBIHA
30% T cTabuIn3anms
20% - B perpecc
10% 4,3 %

0% 0%
0% T T T 1
JUIMT. 1o 5 seT gauT. 6-20 JieT JJIUT. 60Jiblie
20 net

Puc. 2. Pacnpenesienne 60JIbHBIX ¢ pa3HBIM THIIOM Te4eHHUS
10 VIMTETBHOCTH 3a/1eP’KKH HAYAJIa MATOTeHeTHIeCKO! Tepammu.

Cpenn mammeHToB CO CTaOMIM3aIueil HEBPOJIO-
THYECKOTO Je)eKTa OONBHBIX C 33JepIKKOM JIeUEeHUs,
npeBbImamei 20-J1eTHHI Mepuol, 3aperucTpupo-
BaHO TONbKO 4,34%. B cimydasx ¢ perpeccom maro-
JIOTHYECKUX CHUMIITOMOB TaKOBBIX HE OKa3ajocCh
COBCEM, U y OOJIBIIIMHCTBA U3 HUX (B 66,6%) Hauano
MaTOTEHETHUECKON Teparuy MNPHUILIOCh Ha TepBbIE
TOJIbI Pa3BUTHS HEBpOJIOrHUeckoro aedekra (puc. 2).

YacTtoTa pa3BUTHS IICUXUYECKHX PAaCCTPOMCTB K
MEPUOAY TUATHOCTHKH HEBPOJOTHMYECKOTO JeeKTa
TaKXXe JIOCTHTrasia BBICOKUX ypoBHeH. [Ipu cTabuiu-
3alMy marojorudeckux mnposisieHuit B 21,7% (y 5
OOJIBHBIX) CIy4YacB OHM IPOSBHIIM CeOs IEMCHIIMEH,

26

B 69,56% (y 16) HOCMIM BBIpaKEHHBII XapakTep, U
TOJBKO — B 8,69% (y 2) HE OTIIMYAJIUCh CTAOMIIBHO-
CTBIO.

Y nanuMeHTOB C perpeccoM MaroJOrMYecKHX
nposinennit [JIJ] B 58,3% (y 7) nHabmonenuii nsme-
HEHUSI ICUXUKU OTCYTCTBOBANH, B 33,3% (y 4) BO3HHU-
KaJi mepruogudecku U Toibko B 8,3% (y omHoro)
MPOAYKTUBHAS IICHUXOMATOIOTHIECKask CHMIITOMATHKA
orepenuia Qpyrue nposeiicHus 6onae3nu (puc.3).

Cpenu OOJIBHBIX C HEOJArONPHUSITHBIM THIIOM
TEUCHHs OKa3aJloCh HE TOJBKO OONBIIOE YHCIO C
JUTMTENTFHOM 3a/Iep’KKON Ha3HA4YEHHsl MMaToreHeTHye-
CKOH Tepamuu, HO M C HapylICeHUEM €€ MpHreMa MpH
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Puc. 3. Pacnipenenenue 60abHbIX TUI/] ¢ pa3HBIM THIIOM TeYeHHUs 10 BHIPAKEHHOCTH IICHXHYECKHX PACCTPOHCTB

K mepuoay 1MarHoCTUKH HEBPOJIOrHY€CKOro ue(l)eKTa.
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Puc. 4. PacnipesesieHue 00JbHBIX ¢ PA3HBIM THIIOM Te4eHHUs
110 IPUBEP;KEHHOCTH K JIEYeHHIO.

CBOEBPEMEHHOM Ha3HAYEHWH MEABITHMHUHHUPYIOIIIX
mpemaparoB. B 66% (y 8) ciydaeB Hapymammuch
CXEMBI TpHeMa M HE OCYIIECTBISUICS KOHTPOJb 3a
nx npumeHerneM, B 33,3% (y 4) — MenpITUMUHHUPY-
OIIME TIperaparbl ObUTH HMCKIIIOYEHBI U3 KOMIUIEKCa
JIeueOHBIX CPECTB 10 PA3INYHBIM IPUUKHAM (pHC. 4).

B cnydasx ¢ HeOnarompusATHBIM THUIIOM TEYEHUS
I'JI1 se Tonbko npeodiananu 6onabHble I v 111 rpyrmsr,
HO ¥ T€ U3 HUX, Y KOTOPBIX K NEPHUOLY AUArHOCTUKU
HEBPOJIOTHYECKOW CTaIuu BBIPAKEHHOCTH MOTOP-
HOTO JKCTpanMpaMuIHOTO Aedekra yke IocTuraia
TSKEJION CTEIEHHU.

VY OonbHBIX | rpynmel Tsxkenas CTENEHb MOTOP-
Horo gedekra HaOmIomagach BO BCEX CiIydasx
(100%), B III rpynme ona Obla 3aperHcTpUpPOBaHA
B 36,3% nabmonenuii, Bo 1, HEcMOTps Ha pazBuTHE
HEeOIaronpusATHOTO TUTIA TEUSHHUS B 2-X CITydasx, HE
0Ka3aJI0Ch MALMEHTOB C TSKEIBIMU TPOSIBICHUSIMHI
MOTOPHOTO Ae(eKTa.

[Ncuxuueckue paccTpoiicTBa y OOJBHBIX ¢ HeOa-
TONPHUATHBIM THIIOM TEYEHHs K IMEPUONY THArHO-
CTHUKU HEBPOJIOTHYECKOW CTaHH y)KE HOCHIIM BbIpa-
»keHHbIN xapaktep. B 10 (83,3%) ciryuasix oHu Obln
crabunsHbiMU, B 2 (16,6%) — mOCTHINHM CTemeHu
JIEMEHIIUH.
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Cpeny TalMeHTOB ¢ ONarompusTHBIM THIIOM
TEUYEeHUs B TIOKa3aTeNsx oOciemoBaHus HaOmroma-
JIUCH MHBIE cooTHOMEHM. HeBpooruueckas ctaanus
I'JIJ] 6puta guarnoctupoBana nocie 20 net B 31,4%
CJIy4aeB, KJIMHUYCCKUE TMPOSBICHUS Y OOJBIIMH-
ctBa (48,57%) COOTBETCTBOBANU CpEIHEN CTEIEeHU
TSKECTH.

Hapymenne cxem mnpuemMa MEIpITUMHHHAPY-
IOIUX TIPErapaToB ¥ KOHTPOJIS 32 X MPUMEHEHUEM
OBUIO 3aperMCTPUPOBAHO B CIy4asX CO CTaOWIH-
3alMell HEBpOJOTMUYecKHx ImposBieHuil B 47,8%
(y 11), y mamuieHToB ¢ perpeccoM MaTOJOTHIECKHIX
cumMnToMoB — B 25% (y 3). Uckmtouenne menpamnm-
MUHUPYIOIIAX TIPETapaToB U3 KOMITIEKca JedeOHbIX
CpEICTB B HAOMIOACHUSIX CO CTaOWiIM3anueid HeBpo-
jmorudyeckux mpemapatoB — B 21,7% (y 5), cpemu
OOJIBHBIX C PErpeccoM MaTONOTHYECKUX CUMIITOMOB
TaKOBBIX HE OKa3aJlOCh.

Taxum 00pa3oM, yCTaHOBIEHO, YTO HEOIATOIpH-
ATHBIM TUn TedeHus [JIJ] daiie BO3HMKaeT y maiu-
€HTOB C aPUTMOTMIIEPKUHETUYECKOM, TPOXKATEIBbHOU
U IpOKaTeIbHO-PUTHIHON ee popMaMu. ITO cora-
cyercsa ¢ pesynpraramu uccinegoanuit H.B. Kono-
BamoBa (1960), 3.A. 3amxsumosoit (2003), A.A. Kama-
oot (2010), T.C. Yerkmnoii (2011), N.K. Boio-
muHa-I'anonosa (2014); H.I1. Bomommuno# (2015) u
ap. [1-6, 9].

B ocHOBHOM OH pa3BUBaeTCs B CIIy4asx ¢ MO3AHEN
nuarHoctuxoit I'JIJ[ y manmeHTOB 3penoro Bo3pacra,
KOTOpBIE JTUTENFHOE BPEMs JICUIIIUCH I10 TTOBOAY
IpyTUX 3a00JI€BaHUN M HE TMONyYalld aToTeHeTHde-
CKOM Tepamnuu. Yke K NepUoAy IUarHOCTHKU HEBPO-
JIOTMYECKOH CTau OOJNE3Hb OTIMYAETCS TSHKECTHIO
KIIMHUYECKUX TMPOSBICHUA U  BBIPAKCHHOCTHIO
MoTopHOTO aedekra. Takue HaHHBIE OMPOBEPTAIOT
TPaIUIIMOHHOE MHEHHE O KOPOTKON TPOIOIKUTETh-
HOCTH >XH3HH OonbHBIX ¢ IJIJ] mocne ee mmarHo-
CTHKH, HO COBITaNaloT ¢ uccieqoBanusmu P. Ferenci
(2007), xotopsrii, odcnenys 1223 GonbHbIX ¢ [JI/],
BBIIBUI B MX yucae 1053 manueHToB B BO3pacTHOM
rpymre crapiie 40 JIeT 1 OTMETHJI, 9TO TPH TUATHO-
ctuke [JIJ] mo3aHee Hauamo ymyckaeTcs, a TSKesble
JUTATENBHO TPOTEKAIONINE HEBPOIOTHIECKUE (HOPMBI
TpeOyIOT 0CO00r0 BHUMAHMUSI, T.K. MOTYT BBISBIISITHCS
K 3penoMy Bo3pacTy [12]. DToO He HNpPOTUBOPEUUT
muenuto A.B. Talyetal (2007, 2009) o Tom, 4uTo y
JIUI] CTapIINX BO3PACTHBIX TPYIIT HEBPOJOTHYECKas
MMaTOJIOTHSI CTAHOBUTCS OCHOBOM BhIsiBIIeHUS [JIJ] u
noatoMmy «mpu auarHoctuke [JIJ] mocne 30 mer Ha
JIONI0 HeBpoJslornueckux (opm mpuxomutcs 69,1%»
[7, 16, 17].
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BonbHbIE ¢ HEOJIArONPHUSITHBIM THIIOM TEUEHHS
OTJIMYAIOTCSl YacCTOTOW pACCTPOMCTB TMCUXUKH U
BBICOKHM TIPOIICHTOM WX pa3BUTHS B JeOroTe 3a00-
JIEBaHMs, YTO COMIACYeTCsl C HCCIETOBAaHHUAMU
V. K. Katyal et al. (2013), N. Gutierrez-Avilaetal
(2014) u mp. [13, 14].

Bo3MOXXHOCTD pa3BUTHSI HEBPOIOTHUECKHUX (HOPM
I'JI ¢ HeOnarompusITHEIM TEYeHHUEM Oe3 MPU3HAKOB
nopaxeHus nedenn (B 17,1%) u 6e3 chopmupoBan-
Horo kounbla Kaiizepa—Jleitmepa (B 8,5%) cormmacyercs
¢ muenueM T. Litwinetal. (2013), P. Ferenci (2014),
A.B. Talyetal. (2009), o0bsicHsifOIIKX 3TOT peHOMEH
WHAWBHIyaIbHO 00YCJIOBJICHHOI BBICOKOI UyBCTBH-
TEJIbBHOCTBIO HEPBHOW TKAHU K METHOW TOKCUYHOCTH,
koTopas nipu [JIJ] onpenensieT BO3MOXKHOCTH IEPBOO-
YepeTHOro Mopa)keHUs TOJIOBHOTO MO3Ta 0€3 y4acTHs
B MATOJIOTUM MEYeHU U Apyrux oprados [10, 11, 15,
17].

UccnenoBanus MmokasblBalOT, YTO NPEIUKTOPAMU
TSKECTH KIMHUYECKUX IMPOSBICHUN HEBPOJIOTHYE-
ckux Qopm [JIJI sBnstorcs: xapakrep (QopMHpO-
BaHHA 1epeOpajbHOrO IeeKTa, OTPAKAIOMIUN Ty
WIH WHYIO ero (Gopmy, 3a/epKKa ee AMarHOCTHKH,
TSOKECTh KIMHUYECKUX TPOSIBIICHUNA TAaTOMOTUU K
nepuony (OpPMHPOBAHUS HEBPOJIOTHUYECKOW CTaJUU
3a00JeBaHMs, AIUTEIFHOCTD 3aJePKKH Ha3HAYEHUS
MaTOreHETUYECKOM TEPANUU U BBIPAXKEHHOCTD IICUXU-
YECKHUX HapyLICHUM.

[Ipu 3Tom (akTopamu pucka pa3BuTHs HeOmaro-
MPUSATHOTO TEUCHUS, TMOMHUMO TSKSCTH KIMHHYE-
CKHUX TPOSIBICHUN 3a00JICBaHUS U BBIPAKEHHOCTHU
PacCTpPOMCTB TICUXUKH, CTAHOBATCSA [JIMTEJIbHOCTH
3aIepKKM  HA3HAUEHUS  MEIbIIUMHUHHUPYIOUICH
Tepanuu, OTKJIMKAEMOCTh Ha HEE U HApPYLIEHUE CXEM
MIPOBEACHUS.

[IpoBeneHHbIE HCCIENOBAaHUSA  MOATBEPXKIAIOT
muenue H.I1. Bonommunoii (2015) o HeoOxomqumocTu
CO3JlaHMsI Takoro anroputMa auarHoctukud [JI]1,
KOTOPBI TpH y4YeTe OCHOBHBIX KJIMHUKO-Tabopa-
TOPHBIX M MHCTPYMEHTAJBHBIX €r0 KPpUTEPHEB, OyAeT
JIOCTYMHBIM JUIS MCIIONB30BaHMs Ha paHHUX dTamax
obcrnemosanuns 0onpHOTO [2]. TombKO paHHSS HUATHO-
ctuka [JIJl obecnieunuT CBOCBpEeMEHHOE Ha3HAYCHUC
MEABIMHUMUAHUPYIOMIEH  Tepanuu, MNPOQUIAKTUKY
HEeONaronpusTHOTO TeYeHWs M MpOTrHo3a 3abole-
Banus. Torma ycmex B nedenuu [JIJ] u B Omaronpu-
STHOM TIPOTHO3€ OyZIeT 3aBUCETH OT TOTO Ha CKOJIBKO
YOACTCS BHEAPUTH TAKUE aJNTOPUTMbI B MPAKTUKY
3PaBOOXPAHEHHS.
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