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Peszrome. Uzyuena kaunuka uepebpanvhvix HapyuieHuii y 82 004bHbIX ¢ eenamoyepedpanrvHoil deceHepayuel.
Ilokazano, umo, Hecmomps Ha OOAbULOT NOAUMOPPDUIM HEBPONOLUUECKOU CUMNMOMAMUKU, 8eOVUUMU
HapyuweHuaMU 64510MCsL IKCMPANUPAMUOHble, MO3JICeUK08ble U ncuxuyeckue. Kombunayus smux cumnmomos u
UX UHMEHCUBHOCMb YPe38bIMaliHO Pa3H000pasHbl. OmmeueHo, Ymo Hem CUMIIMOMO8, CIPO20 CReUUDUUHBIX MOALKO
04151 3M020 3a004€6aHUsL, U NOYMU He 6CMPEUAIOMCA HAPYULeHUsI MAKUX CReyUu@uUecKux KopKogulxX QYHKUU, KaK
momopnas agasus bpoka, cencoprnas agasus Bepnuke, anpakcus, aepadus, arexcus.
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MO3HCEHOK.

BeepeHue

Tenmarouepedpanbhas nerenepanus (L), wim 6o1e3Hb
Bunscona — KonoBanosa (BBK), sBisieTcst penkum, Tsi-
JKEJTBIM, XPOHUYECKUM, JIeTeHepaTUBHBIM 3a00JIeBAaHUEM C
TeHeTHUYECKHU 00YCIIOBJICHHBIM HapyllieHeM MeTaboi3mMa
MeI.

B Hacrosiee BpeMs o0IIeTpU3HAHO, YTO Pa3BUTHE 3a-
0oneBanus omnpeneisier reH ATP7B, koTopslit pacmoioxkeH
Ha JUIMHHOM TI1iede 13- XpOMOCOMBI M KOIMPYeT TpaHC-
MeMOpaHHbI 0en1ok AT®a3y P-tuna, BcTpauBaloumii
MOJIEKYJTy ME/I B aITOLIEPYJIOTUIa3MUH 1 OCYIIECTBIISIOIINIA
BBIICJICHUE MU B 3KEJTUb.

Hedexr xe konupyeMoii uM AT@Da3bl MPUBOIUT K TOMY,
YTO CBOOOIHBIE MOHBI MENIU TTOCTIE TIePENOJHeHUST Oydhep-
HBIX CUCTEM TeYeHW HaYMHAIOT MOCTYNaTh B KPOBOTOK U
M30BITOYHO HAKATIJIMBAIOTCST B TOJIOBHOM MO3Te, 0COOCHHO
B ero 0OasajnbHBIX raHTIMsX (4, 8, 11, 20, 21].

XpoHuYecKass MHTOKCUKAIIMS CBOOOMTHOM Meabio ¢
KacKaJHbIM BOBJIEYECHUEM BUCIEPATbHBIX OPTAaHOB U TO-
JIOBHOTO MO3Ta CITOCOOCTBYET pa3BUTHUIO TTOIMMOpdU3Ma
KIMHAYECKMX TIPOSIBIICHMI, YTO 3HAUUTEIBHO 3aTPYIHSIET
CBOEBPEMEHHYIO TUArHOCTHKY, a CJIeIOBaTeIbHO, U CITe-

nuduryeckoe JedeHne 3abojeBaHus. JIlnarHocTKa OYeHb
4yaCcTo 3ara3abiBaeT Ha ronbl [6, 9, 11].

TToaTOMy IMarHOCTUKa 3TOTO 3a00JIeBAHUST OCYIIECT-
BJISIETCSI B OCHOBHOM I10 TaHHBIM JIAGOPAaTOPHBIX MCCIIe-
JIOBAaHWI: CHUXXEHME COACPXKAHUS B CHIBOPOTKE KPOBU
nepynoruiazMuHa Huxe 0,2 1/, CHUXEHUE coepKaHus
MeIU B CBIBOPOTKE KpOBM HIKe 12,6 MKMOJIb/1 (IIpU HOP-
Me 12,6—24,4 MKMOJIb/T), YBeTUIEHUE IKCKPEIIMU M
¢ Moyoii 6osnee 100 mkr/cyT n Hannuue kosen Kaiizepa —
Djreitmiepa [1, 16].

OpmHako 1T TIPOBEICHUS 9TUX JTabOPaTOPHBIX UCCIIe-
JIOBaHUM JTOKHA OBITH HACTOPOKEHHOCTD MPAKTUUECKUX
Bpaueii B OTHOIIEHUU 3TOro 3abojieBaHus. Ho mommmop-
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GY3M KITMHUYECKUX MTPOSIBJICHU, HE3HAHWE KJTMHUYECKUX
BapMaHTOB 00JIE3HU M PEIKOCTh 3TOro 3a0oeBaHus (1 ciy-
yaii Ha 100 ThIC. HAc.) He CITOCOOCTBYIOT TOMY, YTOOBI Bpay
3anono3puia bBK 1 mpoBes1 HeoOXoauMble JOMOTHUTEIbHbIS
HUCCIIeI0OBaHUSI.

[TonpoGHOE onmrcaHWe KJIMHUKU LepedpaabHbIX Ha-
pylIeHuid y 60sbHbIX ¢ 0601e3Hbl0 BuiibcoHa — KoHoBa-
JioBa B ocHOBHOM npuHamiexuT nepy H.B. Konosasiona,
I1.T. Jlexaps u B.A. Makaposoii [3, 5]. Benymumu cum-
NTOMaMU M CUHAPOMaMU HEBPOJOTUYECKUX TPOSBICHUI
BBK s1BAsIOTCSI pa3iuyHbie NBUTATEIbHbBIC HAPYIICHUS
9KCTpanMpaMUIHOTO XapakTepa. KapTrHa akcTpanupamMui-
HBIX JBUTaTEIbHBIX PACCTPOMCTB Y 3TUX OOJBHBIX BeChMa
pa3zHooOpa3Ha, Tak Kak OHa 00YCJIOBJIeHa pa3JIMYHBIMU CO-
YeTaHUSIMU U3MEHEHUSI TOHYCA MBIIIIL, TUTIEPKUHE30B pa3-
JIMYHOM aMIUTUTY/IbI, & TAKKE BBITTAJCHUEM OTpeIeIeHHbBIX
BUIOB ABKeHU . [Tpon3BoJibHBIE NBMXKEeHUS 00IbHBIe BBK
COBEPIIAIOT 3aMeUIEHHO. BpanukHe3ust MOXKeT coueTaThbCst
€ 3KCTpanvpaMUIHBIM ITApe30M, TTPU KOTOPOM ITPOUCXOIUT
CHUIKEHME CUJIbI M YMEHbIIIEHUE 00beMa IBUXKEHUI. DTOT
rnmapes3 4acTo MpOSIBJISIETCS] B 00JIACTU YepPEITHO-MO3TOBOIM
WHHEpBalUU.

B xiimHM4YecKoil KapThuHe Npeod1agaiiero OoabIIMH-
cTBa OOJIBHBIX Beaylllee MeCTO 3aHMMaeT japoxaHue. OHO
OYEHbD YaCTO SIBJIICTCS TIEPBbIM MTpU3HAKOM 00sie3HU. Bo3-
HUKHYB BHayvaJjie B OMHOI pyKe, 3aTeM paclpocTpaHseTcs Ha
HOTY U IPYTYIO PYKY, a TOTOM MOKET IePEHTH Ha TYJIOBUIIIEC
U Tos0By. B mokoe apoxkaHue, Kak MpaBUIo, OTCYTCTBYET,
a TOSIBJISIETCS] M YCUJIMBAETCSI TIPY CMEHE TTOJIOKEHUSI Telia,
MPU BBITTOJTHEHUU MPOM3BOJIBHBIX IBUXEHUI U 3MOIIMO-
HaJIbHOM HarllpsKeHUH.

Y MHoOrux OOJIbHBIX Hapsay ¢ ApOXaHUEeM uiu 0e3
HEero pa3sBMBAIOTCSI HACUJILCTBEHHbIE HEPUTMUUECKUE
XOPEeoaTeTOUAHBIC TUIIEPKUHE3bl. ¥ HEKOTOPHIX 00JIb-
HBIX 3TU TUIEPKUHE3bI MPUOOPETAIOT CrieluPUUIECKYIO
¢dopMy, KOoTopasi HalTOMMHAET JABUXEHUE KpPbLJa MITULLBI,
MO3TOMY OHM TOJIy4YMJIM Ha3BaHue flepping — «B3max
Kpblia NTULB» [5].

3a UCKITIOUYEeHUEM JAPOXKaTeIbHOI (POPMBbI, LTSI BCEX IPY-
rux ¢opm BBK xapakTepHa pUrnaHOCTb MBI, KOTOpast
4acTo SIBJISIETCSI MIEPBBIM MPU3HAKOM OoJie3HU. BriBaroT
cJlyyaM, KOIJa OHa OXBaThIBACT HMXKHME KOHEYHOCTH, U
3TO MPUBOIUT K TOMY, UTO OOJIbHbIE HAYMHAIOT XOAUTh
Ha HocKaXx. MHorma puruaHoCTh pa3BUBAETCSl paHbIle B
BEPXHUX KOHEUHOCTSIX, ¥ IePBOIi KaJ1I0001i sIBJISIETCS pac-
crpoiicTBo mucbMa. H.B. KoHoBaJioB BbIEISIET 1BA THUIA
purugHocTu. [lepBblil TUN BhIpaxkaeTcsi OOLIECOTHYTOMN
YCTaHOBKOI TeJa, mpeobyiafaHueM MOBBIIIEHUS] TOHYCa B
MBIIIIAX OOJIBIINX CYCTABOB M OTCYTCTBUEM 3aBUCUMOCTH
TOHYCa OT TPOINPUOLIENTUBHBIX pediekcoB. BTopoii Tun
PUTUAHOCTU XapaKTepU3yeTCsl 3aMETHOM 3aBUCUMOCTbBIO
OT MPONPUOLIENITUBHBIX U KOXHBIX Pa3IpaxXeHUH, a Tak-
K€ OT OMOLMOHAJIBHOIO BO30yxXaeHus. i aToro tuna
PUTUIHOCTH XapaKTepHa o0uiepa3rudareabHast ycTaHOBKa
Tesla, U3MEeHYMBOCTh. [Ipu pasnpaxeHuu Ui nepeMeHe
MOJIOKEHUS TeJla TPOUMCXOIUT YacTo O0JI€3HEHHOE MpPU-

CTYNMooOpa3Hoe YCUJeHUe MbIlIeuHOro Tonyca. MHorma
MOXET BO3HUKATD JJIMTEJbHBII CIa3M MBbILIIIbI, TOJbKO
YTO BBIMIOJIHUBIIEN KaKoe-HUOY b NBMXKeHUe. Tak, Hanpu-
Mep, CXKaB MaJiblibl B KyJIaK, 00JbHbIE HE MOTYT TOTYAC Xe
pa3rubath ux [3].

Yxe B paHHeM mepuone 00Je3HU MopakeHue IKC-
TpanupaMUAHbIX IBUTATEJbHBIX allllapaTOB HAKJIAAbIBAET
OTNeYaToK Ha JIMLo 60JbHOr0. MuMuKa 60JbHOTrO CTa-
HOBUTCS BSIJION U HeBbIpazuteabHoil. K 6enHoCTH MU-
MUKW MTPUCOEAUHSETCS PUTUIHOCTD MBILILL JIULIA, U OHO
CTaHOBUTCS elle 60Jiee CKOBAHHBIM U MaCKOOOPa3HbIM.
ITpousBosbHOE OCKaNMBaHUE 3y0OB, BhIMSIUMBAHUE I'Y0,
3aKpbIBaHME IJ1a3 COBEPIIAIOTCS OOJIbHBIMU MEIJIEHHO U
TOJYKO00pa3Ho. JIBUKEHUE sI3bIKa U HUXKHEH 4eT0CcTH
3aMe/JIEHHO, YaCcTO HUXXHSISI YeIoCTh cBUucaeT. B 6osee
MO3IHEeM mnepuojae O0JIe3HU y HEKOTOPBIX OOJBHBIX Ha
JIviie TOSIBASIOTCS HACUJIbCTBEHHbBIE TpUMAachl Ijaya
WM CYAOPOXHOTO cMeXa MO TUITY TICeBAOYIbIOKH (risus
sardonicus).

Hapyuienue peun — moyTu MOCTOSIHHOE KIIMHUYECKOe
nposiBaeHue HeBposiornyeckux ¢opm BBK. IMpu satom
3a00J1eBaHUM pa3BUBaeTCs ocobast crienubudeckas moji-
KOpKOBasi MOTopHasl acdasusi, Mpu KOTOPO PoJib LIEHTpa
MOTOpHO# peun bpoka, pacnofioxkeHHOTro B JIOOHOI a0Je
OOJIbIIMX MOJyIIapUii MO3ra, He sIBJseTcsl Beayliei. B
OCHOBE PACcCTPONCTBA PeUM Y ITUX OOTBHBIX JIEXKUT HApYILIe-
HME COAPYXKECTBEHHOI, KOOPAMHAIIMOHHOM 1eSITETbHOCTH
roJI0c000Pa3yIoIero apTUKYJISIIMOHHOTO, bIXaTeIbHOTO U
MO3KEUKOBOTO arapaToB.

H.B. KoHoBasioB BbIIEASIET TPU TUIA PEYEBBIX pac-
CTPOMCTB MpuU remnarouepedpajsbHON JereHepalnu.
[TepBbIit TUT XapaKTepuU3yeTCsl 3aMeIJIEHHOCThIO ITPOU3-
HOILIEHHUSI, €T0 HEeBBbIPA3UTEJbHOCTHIO, MOHOTOHHOCTbIO
peuu, cMa3aHHOCTBIO U HOCOBBIM €€ OTTeHKOM. OObIYHO
peub y 9TUX O0JIBHBIX TUXAsl, @ UHOT/IA U 1IeroToM. BTopoit
TUT HApyIIeHUs Peuu, TaK ke KakK U TePBbIii, OTIMYaeTCs
MEJIEHHOCTbIO M CMa3aHHOCTBIO, OMHAKO MPOU3HOIIEHUE
CJIOB HOCUT CKAHIAMPOBAHHbBIN, pBaHBIN XapakTep, 4TO
yKa3bIBaeT Ha HapylIeHUe MO3XXEUKOBOTo (hakTopa peyu.
IMpu atoit hopme HapyleHUSI peur OOJbHbIE OOBIUHO
roBOPSIT OoJiee TPOMKO, YeM 3M0POBBI UeJoBeK. DTOT
TUT PEYeBOT0 PACCTPOMCTBA Yallle BCTpeyaeTcs Mpu
NPOXaTeIbHO-pUTUAHON opme 3aboseBaHusd. TpeTuit
TUIl HapyLWIEHUS — BTO ApoxKallle-CKaHIWpPOBaHHAas
peub. bosibHbBIE TOBOPAT MEIJIEHHO, TPOMKO, APOXKAIIUM
roJIOCOM, CKaHAUPYS CIOru. DTa peub XapakTepHa s
JpoKaTesbHOi opMbl 6osiesHu [3].

B nocnenHue roabl Kak B OTEUECTBEHHOM, Tak U B 3apy-
OeXXHOI TUTEpaType HeT padboT, KOTOpbIe Obl paccCMaTpUBaIn
0COOEHHOCTH KJIMHUYECKOTO TeUEHUS] HEBPOJIOTMUYECKUX
¢opMm bBK. Be3zne uaet peub auiiib 0 MoJuMop@u3Me Kiu-
HUYECKOM KapTHUHbI, O COOTHOIIEHU W HEBPOJOTUYECKOMN 1
MEeYeHOYHOI CUMIITOMATUKHU y 3TUX O0JIbHBIX. B OTAeIbHbBIX
KIMHUYECKUX CTydasix JaeTcsl epevrcieHue BhISIBIeHHbIX
HEBPOJOTMUYECKUX CUMITOMOB 1 cMHIApOMOB [8, 10, 12, 13,
24, 25].
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B pasauuHBbIX OTpaCIsIX MEAULIMHBI, KOTAa HET BO3MOXK-
HOCTH KOJMYECTBEHHO BBIPA3UTh TOT WJIM MHOM (DakTop,
BC€ yYallle CTaIW MPUMEHSITD MTOJTyKOJIMYECTBEHHBIN METO
OaJITbHOM OLIEHKU SIBJICHUIA.

PazpabartbiBaoTcs U MIKaibl 1751 60je3Hn BunbcoHa.
TpyaHOCTH 3aKJIFOYAIOTCSI B TOM, UTO 3Ta IIKajla JOJIKHA
OXBaThIBATb MYJIETUCHCTEMHOE TIPOSIBJIEHNE 3TOM OONE3HU 1
B TO K€ BPeMsI OBITh JIETKO TPUMEHUMOM 1 9yBCTBUTETbHOM
K HEOONBIINM KIIMHUYECKUM U3MEHEHUSIM.

B 2004 romy 6b11 ocHOBaH EBporeiickuii KOMUTET 110
npobeme 3a0oseBaHus BuibcoHa, Ha KOTOpOM Obljia CO3-
JlaHa eBporeiickas 0a3a JaHHBIX W MOATOTOBJICHA IIKaja
6one3Hu Buibcona — Unified Wilson’s Disease Rating Scale
(UWDRS). Ora mikaia cogepXuT TpU CEKLIMU: COZHAHMKE,
UCTOPUUYECKUIT 0030p (aHaMHE3) U HEBPOJOTUYECKYIO
OLIEHKY 60J1bHOTO. B pa3zpaboTKe MIKaabl KCIOIb30BaIMCh
BJIEMEHTHI APYTUX MPUMEHSIEMbIX IIKa OLleHKH. JlaHHast
IIKaJla OYeHb JeTan30BaHa U uMmeeT 143 MmyHKTa, U ecTe-
CTBEHHO, TpeOyeTCsT MHOTO BPEMEHU TS €€ 3aIlOJTHEHUS,
YTO 3aTPYAHSAET MPUMEHEHNE IIKAAbl B MPaAKTUUECKOMN
nesitenbHOCTH [17].

U. Merle et al., mpoBeasi peTpOCTIEKTUBHBI aHAIN3
163 mauueHTOB ¢ 6OJe3HbIO BHMIIbcOHA, MCTTOIB30BATN
MOJIYKOJUYECTBEHHBIN CITOCOO ONpenesieHUus MCUxo-
HEBPOJIOTMYECKOTO CcTaTyca I0 IIKaje, MpeaIoXeHHOM
W. Oder et al. OHu ouleHUBaIU MO 4-0aJlJIBHOW CUCTEME
TakKWe CUMIITOMBI, KaK TPEMOp, AU3apTpusl, aTaKCHSI,
JUCKUHE3Us, HEMOABMXHOCTh MBIIIL, YXYAIIEHWE MO-
3HaBaTebHBIX PYHKIIMIA U HapyLIeHus HacTpoeHwus. [To-
KazaTeJsu TSKecTH kosiebanuch ot 0 (adcoioTHast HopMa)
1o 3 6amnoB (Tsekenast popma). [TeueHOUHBIE CUMIITOMBI
TakXe ObLTM KJIacCU(ULIMPOBAHBI B YeTKUE KATETOPUMU:
0 — abGcomoTHast HopMa, | — TOBBIIIEHHbBI YPOBEHbD
(pepMeHTOB MevyeHn 6e3 LUppo3a U HapylleHUsT HyHK-
LIMU TTeYeHU, 2 — KOMIIEHCUPOBAHHBII LIUPPO3 MEUEHU,
3 — MEeKOMIEHCUPOBAHHBIN LIMPPO3 MTeYEHU WU OCTpast
MeYeHOoYHast HeJI0CTaTOYHOCTH [18, 19].

B 2009 rogy M. Aggarlal et al. nmpeaIoXuau HOBYIO
MEXAYHAPOIHYIO IBYXYPOBHEBYIO IIKAIy OLUEHKU 0O-
ne3nu Bunbcona (MIUO nns BB). Ha nmepBom ypoBHe
OLICHUBAIOTCS O0LIMe HapylleHus: 4 objacTeil: meyeHu,
KOTHUTUBHOM JeSITETbHOCTH U IMTOBEAEHUS, ABUTaTEIbHbBIX
(YHKLMIA U KOCTHO-MBIIIEYHOI cricTeMbl. BTopoii ypoBeHb
JAET OLIEHKY HEBPOJOTUYECKUX TUCHYHKINI OOJTBHOTO U
COCTOMT U3 14 TyHKTOB: MUMHUKA Jinlia 00JIbHOTO 6oJie3-
HbI0 BusibcoHa (MyHKT 1), KOTHUTUBHAS AESITEIBHOCTh U
noBeaeHue (MYHKTHI 2—4), ABATaTeIbHbIE PACCTPOICTBA
(myHKTBHI 5—8), Oyab0apHble CUMOTOMBI (TTYHKTHI 9—11),
MnoJioxkeHue Teya u rnoxoaka (myHKT 12), konbla Kaiize-
pa — Dueiiiiepa (myHKT 13) 1 gpyrue HapyleHus (MyHKT
14). Kaxaplii myHKT HaOupaeT Oajuibl 110 BO3pacTarolieii
mkaje u3 5 myHkToB (0—4) 1 cocTaBiIsieT CyMMapHbIii 6asi1
0—56. laHHas mkajia MeHee neTaausrpoBana, yem Unified
Wilson’s Disease Rating Scale, HoO oxBaTbIBaeT MyJIbTUCH -
CTeMHOE MpOosIBIeHKE 2TOI 60JIe3HU U Dosiee mpuemiemMa
JUTSL KITMHUYECKOM MpakTuku [14].

CyiecTByeT HecKoJbKo Kilaccudukauniit BBK, mo-
CTPOEHHBIX Ha KJIMHUYECKUX MpU3HaKax 3abojeBaHus,
MOC/Ie0BaTeIbHOCTY UX MaHUbeCTallMU U COUeTaHUU T10-
paXkeHus IeYeHU U MO3Tra.

CornacHo kinaccudpukauuu A.G. Bearn, cyiiectByoT 2
(bopmbl 3a00s1eBaHus: BapuaHT BusibcoHa (rmporpeccupyio-
11asi ISHTUKYJISIpHAas lereHepaiusi) U BapuaHT Bectdansg —
LlTpromnens (nceBmockiaepo3s) [15].

H.B. KonoBanos Bbiaessiet 5 popm bBK: abgpomuHanb-
HYI0, PUTUAHO-aPUTMOTUTNIEPKUHETUUECKYIO (PaHHIOIO),
NpOXaTeJbHO-PUTUIHYIO, IPOXKaTeIbHYIO (ITO3HIOI0),
9KCTpaNMpaMUIHO-KOPKOBYIO [3].

J.M. Walshe, M. Yealland Beiaensitor 4 hopMbl: 6eccum-
NITOMHYI0, a0JJOMUHAJIbHYIO, LIEpeOPaIbHYIO U CMELLIAHHYIO
[22].

I.B. CyxapeBa coo011aeT o 6 BapuaHTax pa3BUTHSI 3a00-
JIEBAHUSI C Pa3IMYHOM CTENEHbIO MOPaXKEHUSI [IEYSHU: TTeve-
HOYHBIN (45 %), SHAOKPUHHBIN (22 %), HEBPOJOTUYECKUIA
(16 %), ncuxosmounoHanbHbINA (7 %), TeMOTUTUYECKUIA
(6 %) v movyeunsrii (3 %) [11].

Ha ocHoBaHUM MOJIEKYJSIPHO-TEHETUYECKUX UCCIe-
JIOBAaHUI HEKOTOPbIE aBTOPHI BHIAEISIOT 3 TeHETUUECKUX
tuna BBK. CnaBsiHCKUi1 TUIT XapaKTepu3yeTcsl MO3THUM
HayaJloM HEBPOJOIMYECKUX CUMIITOMOB (B 20—35 Jyier) u
HE3HAUYUTEJbHBIM MOPakeHUEM MEeUYeHU, BBISBISIOT €ro
yame B Poccuu, benopyccuu, IMonbiie, CrnoBakuu. 3a-
MaaHbIi TUIT AeOloTHpyeT B 10—16 J1eT U HAaYMHAETCS C
MopaxeHus NeyeHu ¢ 6osiee MO3AHUM TOSIBICHUEM He-
BPOJIOTMYECKUX HapyllleHuli, BcTpeyaeTcs Bo PpaHiuu,
Tepmanuu, Aurmuu, Utanuu, a takke B Kutae u CpenHeit
A3uM. ATUTTMYECKU T TUTT TIPOSIBISIETCS] TOJIbKO CHUKEHUEM
YPOBHSI LiepyJIOTIa3M1Ha 6e3 KIMHUYEeCKUX MTPU3HAKOB 3a-
6oseBanus 2, 7,9, 17].

MaTepuaAbl U MeTOAbI

Ha o6cnenosanuu u seyeHnu B KimHuke MHcTuTyTa
HEBPOJIOTUH, TIcuxruaTpuu 1 Hapkojoruu HAMH Ykpaunst
Haxomuauch 82 maumenTta ¢ L. M3 anx 20 yenoBek Ha-
OJIIOIaTMCh B IMHAMMKE OT OTHOTO JIO ITSITH JIET.

Hwuarno3 I'I[] ycTaHaBAMBaIM WX MOATBEPXIAIN Ha
OCHOBaHUM CHUXEHUS CONEpKaHUsI B CBIBOPOTKE KPOBU
uepyiorutazMmuHa Mmetee 0,2 v/ (mpu Hopme 0,2—0,6 /1),
cHUXeHust comepxaHus mean (Cu) B CHBIBOPOTKE KPOBU
MeHee 12,6 MkMourb/n1 (HopMma 12,6—24,4 MKMOJTB/JT),
MOBBIIIEHUSI CYTOYHOM 3KCKpELMU MEIU ¢ MOYOoii Oosiee
60 Mkr/24 4 (HopMma < 60 MKr/24 4), a TakKXe HaJTu4dus
koisenr Kaiizepa — @meiimepa. Y oTmeabHBIX OOJBLHBIX
MPOBOAMIOCH MOJIEKYJISIPHO-TEHETUYECKOE UCCTICIOBAHUE
C LICJIBIO TTIOATBEPXKICHUSI IMAarH03a, a TaKXKe YIUThIBATIUCh
U TaKMe OTHOcuTeNlbHO crieuududeckue niass bBK He-
BPOJIOTMYECKNE CUMITTOMBI, KaK TPEMOP T10 TUITY OMEHUST
KPBUIbEB I MUMUYECKUE IPUMACHI 10 TUITY MICEBAOYIBIOKH
(risus sardonicus).

M3 82 manuenToB 40 — XEHUIMHBbI, 42 — MYX4U-
Hbl. Ha mepuon rocnuTanu3anuy B KIMHUKY BO3pacT
0OJBbHBIX Haxoauics B mpenenax 5—50 jet, B cpeaHEM
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27,3 £ 5,6 roga. Bo3pact 60JIbHBIX Ha MOMEHT Ae0ioTa
3aboJyieBaHUs cocTaBua OT 1 roga no 40 jeT, B cpeaHeM
21,3 £+ 3,2 rona.

BpeMms oT mosiBieHUsI TTEPBBIX CUMIITOMOB 3a00Jie-
BaHUS 10 YCTAHOBKM OKOHYaTeabHOro nuariosa bBK,
a cjeJoBaTeJibHO, 10 Hayaja 3TUOTATOTeHEeTUYEeCKO
Tepanuu COCTaBUJIO B cpeaHeM 2,5 rojaa u Kojaebaasoch
B npenenax 0—7 net. B 3aBUCUMOCTU OT KJIMHUYECKUX
MPOSIBJICHUI 10 MOCTYMNJEHUS B MHCTUTYT OOJbHbBIE
JIEUUJIUCh B MEIUIIMHCKUX YUPEXKIEHUSIX PA3IUIHOTO
npoduisl ¢ pa3HBIMU AIMarHo3aMu: 6ojie3Hb boTkuHa —
6 (7,3 %) uein., xpouuueckuii rematur — 7 (7,3 %),
uuppos neueHu — 5 (6,1 %), 6onesnn [NapkuHcona — 6
(7,3 %), sauedanutr — 11 (13,4 %), paccestHHBI CKIIe-
po3 — 2 (2,4 %), TopcuonHast nuctouust — 1 (1,2 %),
muszoodpenus — 1 (1,2 %), netckuii uepedpanbHbIit
mapanud — 6 (7,3 %). 9 6oabHbIX (11 %) Hauyano 3a60-
JIeBaHUS CBI3BIBAIOT C PA3TMUYHBIMU IICUXOTPABMUPYIO-
mumu paktopamu, a 10 (12,2 %) — ¢ mepeHeCEHHBIMU
YyepeIrHO-MO3TOBbBIMU TpaBMaMu. Y HEKOTOPHIX 0O0JIb-
HBIX 10 ycTaHOBJIeHUs AuarHo3a bBK Ha npoTsxxeHun
HECKOJIbKUX JIeT IMarHo3 MeHsics 3—4 pa3sa.

B xi1MHMKe MHCTUTYTa, KpOMe KOHTPOJISI oOMeHa
Mellu, 00JbHBIM OBLIM TPOBEAEHBl MAarHUTHO-PE30HAHC-
Has ToMorpadusi ¥ MarHUTHO-Pe30HaHCHAasI CIEKTPO-
CKOIMs TOJOBHOTO MO3Ta, CliMpajbHas KOMIbIOTepHast
ToMorpadus opraHoB OprolIHO# nojoctu. C MOMOIIbIO
yAbTPa3ByKoOBOTo ucciaenoBanus (Y3M) usyueHa re-
MOJIMHAMMKa TOJOBHOTO Mo3ra u neyeHu. DyHKIMO-
HaJIbHOE COCTOSIHME TeYeHU OLEHMBAJIOCH C MTOMOIIbIO
TaKMX IloKa3zaTeseil, Kak o0luil OMaupyOuH (mpsMoid,
HemnpsMoli), ataHnHaMuHoTpaHcdepasa (AJIT), acmap-
tatamuHoTpaHchepasa (ACT), menouyHas docdarasa,
raMMa-riyTaMuJITpaHCIenTuaasa.

Pe3yAbTaTHI

AHanu3 KIMHUYECKON KapTUHBI Y OOJbHBIX BbI-
SIBUJT TTOJIUMOP(MHYIO HEBPOJOTUUECKYIO CUMIITOMATH-
Ky Cc npeobjagaHueM MopaxkeHUs dKCTpanupaMuaHON
cucTeMbl. B 3aBUCMMOCTHM OT BEAYIIMX HEBPOJOTHYE-
CKMX CUMIOTOMOB U CUHAPOMOB OOJIbHBIE OBLIM pac-
npeneaeHbl cormacHo kinaccupukanuu H.B. Kono-
BaJIoBa.

HawubGonbiiree KoanuecTBO 00MbHBIX (28 — 34,1 %)
UMeEJU OpoxaTeabHo-puruanyo ¢dopmy I'LIJI. Bo3pact
3TUX O0JBHBIX B cpeaHeM cocTaBu 30,4 rona (1uamna3oH
ot 21 no 47 net). Bo3pact Hauana 3abojieBaHUsI — OT 13
no 39 net, B cpenHeM 24,7 roga. Y Bcex O0OJbHBIX OTMe-
YaJIMCh U3BMEHEHUSI CO CTOPOHBI ITeyeH!: y 17 malueHTOB
(58,6 %) ObLIM MPU3HAKU XPOHUYECKOrO remaTuTa, a
y 12 (41,4 %) — mepexol XpOHMYECKOro rermaTura B
BUJIbCOHOBCKUU 1IMppo3 neyeHu. OQHAKO aKTUBHOCTD
MaToJIOTUYECKOTO Tpollecca B MeYeHU Oblia HU3KOM
WM YMepeHHOM, 1 Takue nokasatenu, kak AJIT u ACT
B CBIBOPOTKE KPOBM, HAXOAMJIUCH OJIM3KO K BepXHeEi
rpaHuIle HOPMBI.

XapakTepHble OTJIOXKEHMS MeJIM Ha TpaHU1Ie POTOBUIIbI
U ckiepsl (MeMOpaHa Jlecuemera) — Kosbla Kaitzepa —
Dreitniepa OblIN BhIABIEHB Y 24 (82,8 %) GOMBHBIX 3TOM
dopmoii I'LI.

Co CTOPOHBI HEBPOJIOTMYECKOTO CTaTyca y BCeX 00Ib-
HBIX TTOYTU OJHOBPEMEHHO Pa3BUBATIOCH APOXKaHNE KaK
BEPXHUX, TaK U HUXKHUX KOHEYHOCTEM, MPEUMYIIECTBEH -
HO BEPXHUX, U OTMEYAJIOCh MOBBIIIEHWE B HUX MbIIIEY-
Horo ToHyca. CormacHo MIIO nns BB, cpeanuit 6amnn
BBIPAXXEHHOCTH IUCTOHUM COCTaBmI 2,6, a TpeMopa — 2,5.
JpokaHue TOYTH BCerjaa MepBOHAYAILHO TOSBISIIOCH
B MaJibllaX PyK, a 3aTe€M PacIpOCTPaHSIIOCh Ha HUXHUE
KOHEUHOCTH U T0JI0BY. Y 4 6onbHbIX (14,3 %) mutactuye-
CKasl TMTIEPTOHMS OCOXHUIACH PA3BUTHEM KOHTPAKTYD.
[MonoxeHue Tesa ¥ MoXoaka ObLIM HAPYILIEHBI MOUYTH Y
Bcex 0oNbHBIX (92,9 %) co cpeaHUM OalJIOM MATOJIOTHH
2,4. Y HekoTOpbIX 6osibHBIX (14,3 %) Npu cTaTMYECKOM
HaMPSKEHWU MBI, IBUTATeIbHOM aKTUBHOCTH U 9MO-
LIMOHAJIbHOM HaMPSKeHU U MOSIBJSIIMCH HACUJILCTBEHHBIE
JBUXKEHMS, KOTOPBIE MO CBOEM BHIPAKEHHOCTH OILIEHEHbI
B 1,0—1,5 6anna. Y ogHOoro 60JbHOTO OTMEYaJoCh Ha-
pyllIeHre 9KCTePOLeNITUBHOM YyBCTBUTEJILHOCTH B BUIE
aHaJITe3MM, TEPMOAHECTE3UN.

Co CTOPOHBI Jila HAOIIOAAIUCh TUTIOMUMUS U 3J1e-
MEHTbI HAaCWJILCTBEHHOTO I1J1aya ¥ cMexa (risus sardonicus),
KOTOpbIE ObUIM OTMEUYCHBI Y 46,4 % GOJIBHBIX CO CPETHUM
Oasutom mnartojoruu 2,8. HapylieHus: akra riioTaHust ObLIA
BBISIBJICHBI Y 46,4 % GOJIbHBIX CO CPEIHUM 0aJLJIOM I1aToJI0-
rvu 2,4. Tunepcanusauus Obi1a y 35,7 % GOMbHBIX ¢ Oa-
JioM natoJyioruu 1,1. OcoGo cieayeT OTMEeTUTh, YTO TTOYTHU
y Bcex 00sbHBIX (92,9 %) co cpeaHuM 0aioM MaToJIOTUU
2,6 0OTMEUAIOCh HAPYIIIEHUE PEU Pa3IMIHOM CTEIICHH BbI-
PaXEeHHOCTH

HpoxatenabHas ¢popMa 00JIe3HM OTMedYeHa y 26 ma-
uueHToB (31,7 %). Bo3pact aTuX OOJBHBIX B CPeIHEM
coctaBua 30,9 roma ¢ kojaebanussMu ot 19 mo 49 ner.
BospacT Hauana 3abojieBaHus cocTaBUI OT 5 1m0 47 jer,
B cpenHeM 24,6 roga. Y BceX GONMbHBIX OTMEYATUCh U3-
MEHEHUsI CO CTOPOHBI MeueHu. [Ipu3HaKu XpOHUYECKOTO
rernatuTta ObUIU BbisiBIeHbL Y 15 (57,7 %) 6oabHbIX, ay 11
(42,3 %) orMeuanach TpaHC(hOpPMALIMSI XPOHUYECKOTO
rernatuta B BUJILCOHOBCKMI 1MPppo3 neyeHu. OaHako,
KakK M MpU ApOKaTeIbHO-PUTUIHOM hopMe, aKTUBHOCTh
MaTOJOTMYECKOTO Mpoliecca B IeYeHU Oblia HU3KOM UK
YMEPEHHO BbIPa’KEHHOM.

Konbua Kaiizepa — ®Deiiliepa 0ObLIM 0OHAPYKEHbI
y 24 (92,3 %) 6onbHbIX 3TOM dopmoit TLIA. V Bcex
GOJBHBIX OTMEYAJOCh ApOXKaHWE Pa3UYHOMN CTereHUu
BBIPAXKEHHOCTH, KOTOPOE HAYMHATOCh B KOHEYHOCTSX,
MpenMyIIeCTBEHHO BEPXHHUX, a 3aTeM pacIlpoCTpaHs-
JIOCh Ha TOJIOBY U Aaxe TyjaoBuile. Cuia ApoXaHUsS B
cpenHeM cocrtapisiaa 2,6 6amra. Y 6 (23,1 %) GOMbHBIX
MpU MOTBITKE K aKTUBHOMY JABUXEHHUIO HAOII0IA0Ch
HapacTaHue aMIIUTYIbl TUTIEPKUHE30B 11O TUITY OMeHUS
KpbLIbeB. MbllieuHblii TOHYC ¥ 18 (69,2 %) 60JbHBIX
ObLI B Mpeiesiax HOPMbI WM 1aXKe HECKOJIbKO MOHMXEH.
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V 8(30,8 %) 60JIbHBIX OH OBL HECKOJIBKO MOBBIIICH, HO
He Gostee yeM Ha 1 6amn. Y 7 (26,9 %) GOJIBHBIX ApOXKa-
HUE 3aXBaTblBAJIO U MBIUILIBI JULA. Y 3TUX MalMEHTOB
BO BpeMs ahDEeKTUBHBIX PACCTPOUCTB MOT IOSIBIISITHCS
HaCHUJIbCTBEHHBIH IJIa4 M CMeX I10 TUITY risus sardonicus.
YMepeHHO BhIpaxkeHHOE 3aTpyIHEHHUE aKTa IJIOTaHUS OT-
MeueHo Y 4 (15,4 %) naunreHToB. HeycToYMBOCTD B 1103€
Pombepra otmeueHa y 18 (69,2 %) GOJIbHBIX CO CPEIHUM
6annom matojnoruu 1,3. HapylieHue peuyn oTMEYeHO
6oJsiee YeM Y MOJIOBUHBI OONbHBIX (65,4 %) co cpemHUM
6ayutoMm maroyioruu 2,25. XapakTepHoii 0COOEHHOCThIO
9TO# (hOPMBI peuH sIBJSIETCS TO, YTO OHA CKAaHIMPOBaH-
Has ¥ UMeeT APOXaIIuii XapakTep.

PuruaHo-aputMorunepkuHeTudeckass (paHHsIs)
¢opma Oblia BeisiBiieHa y 11 6onbHbIX (13,4 %). Bo3pact
3TUX OOJIbHBIX KoJiebajicst oT 5 10 22 JIeT U B CpeHEM
coctaBui 17 net. CpeaHuit Bo3pacT Hauasia 3a00J1eBaHUs
coctaBui 12,5 rona ¢ konedbanussmMu ot 4 10 19 net. Takum
00pa3oM, pUruaHO-apUTMOTUIIEpKUHETUYeCKas ¢opMa
pa3BUJach y HAlIMX OOJBHBIX JaXe HECKOJIbKO paHblile,
HeXeJu mpeHeBpoJjiornueckas OpromiHas dopma L.
ITo manHbiM Y3U 1 pyHKIMOHAJIbHBIX MEYEHOUYHBIX
npo0O, y BceX 3TUX OOJbHBIX ObLI HU3KOU MM YMEpPEeH-
HOM aKTMBHOCTH XPOHWYECKUI rematut. ¥ 6 GOJIbHBIX
(54,5 %) oTMe4anucCh renaToOpeHaJIbHBI CUHAPOM U
JIUXOPaTOUYHbIe COCTOSTHUS.

Konbua Kaiizepa — ®eiiiepa ObLJIM OTMEUEHBI Y 8
6obHbIX (72,7 %).

B HeBposoruueckom craryce 00JIbHBIX 3TOI hop-
moii '/l toMuHUpOBaaM: MbIIIeYHAs] PUTUAHOCTD,
MpUBOASIIAS K KOHTPAKTypaM, 6€THOCTDb U 3aMeJIeH -
HOCTb IBUXKEHUI, BIpakeHHbIe HACUJIbCTBEHHbIE HE -
pUTMUYECKHE TUTIEPKUHE3bl, KOTOPbIE YACTO MPUOO-
peTaju XOpeoaTeTOUAHbBIM U TOPCUOHHBIN XapakTep.
CpeaHult NaTOJOTMYECKU 6alyl TUX TUIIEPKUHE30B
cocTaBUJ 3 eAMHUIBI U3 5 BO3MOXHBIX. DKCTpa-
NMUpaMUAHbIe TUMEPKUHE3Bl PACTIPOCTPAHIINUCh Ha
MBIIIIIBI JIMIIA M Ha MBITIIIBI PEYEeBOTO, XXeBATEJIbHOTO
M IJ0TaTedbHOTOo anmnapaToB. CpeqHuUli 6a11 pedeBbhIX
HapymeHuit — 3,2. /IBa mauueHTa BooOIIe He MOTJIU
roBopuTh. IJToTaHMe GBIIO HAPYLIEHO Y 6 GOJBHBIX
(54,5 %) ¢ matonorueii B 3 6ayma. [unepcaniuBanus
TakxXe OblTa oTMedeHa y 6 6onbHBIX (54,5 %). Tpe-
MOp HabOjiomanacsg MeHee 4yeM y MOJOBUHBI 0OJbHBIX
(45,5 %), n BbIpaxXeHHOCTh ero Obina 2,5 6anna. Y
Bcex 11 00JIbHBIX OTMeYaaach pUTUIHOCTD Pa3IMYHOMK
CTeTNeHU BbIpaXkeHHOCTU. MblllIeuHas pUTUIHOCTD Y
3TUX OOJIBHBIX, TaK XK€ KaK U Yy OOJBbHBIX C ApoXka-
TeJbHO-PUTUAHOU (popMOIii, OblTa IIpeacTaBiIeHa KakK
BOCKOBMUAHOMW MIAaCTUYHOCTHIO, TaK U (PEHOMEHOM
«3ybuaToro kojaeca». ObpamraeT Ha ceOs1 BHUMaHUe
TOT GakT, uTo y 8 60abHBIX (72,7 %) ObLT BhIpaxkeH
NCUXOOpraHuvYeckuit cuHapoM. [1o Hamum HaGaOAE -
HUSIM, DaHHas ¢popMma 3a00eBaHU SIBIASIETCS OAHOM
13 caMbIX HEBPOJOTHMYECKHU TSKETbIX U MPOTHOCTHYE -
CKM HeOJaronpusaTHBIX 1js nauueHToB ¢ L.

OkcTpanupaMuaHo-kKopkoBas ¢opma I'IJ BbI-
ssBieHa y 8 6osbHbIX (9,8 %). CpeaHuit BO3pacT 3TUX
0oabHBIX cocTaBuI 35,9 roga u kojaebdancs ot 24 no 49
net. CpenHuUli BO3pacT Hayvala 3a001eBaHuUs COCTaBUII
28,1 roma c konedbanusmu ot 6 10 40 net. Cneayer oT-
METUTb, YTO U BO3pacT Hayaja 3abojieBaHUsI, U BO3-
pacT B HacCToOsl1llee BpeMs y MallueHTOB ¢ 3TOU hopmoit
I'[ Obiu 3HAUYMTEABHO BEIIIE, YeM Yy MAllMEHTOB C
apyrumu ¢popmamu. Y 6 60abHBIX (75 %) B aHaMHe3e
ObLIM CpelHel UM TIXKEeJI0N cTeleHU BhIPakeHHOCTU
MepeHeCceHHbIE 3aKPbIThIe YePEIMHO-MO3TOBbIE TPABMBI.
ITo nanubiM Y3 U pyHKUIMOHAIBHBIX MeYeHOYHBIX
npo06, y 3 OOJbHBIX ObLI XPOHUYECKMI TemaTUT, a y
5 — UUPpPO3 MEeYeHU.

Porosuuneble kosbua Kaiizepa — ®ieiiiepa ObLIN BbI-
siBJIeHBI Y 50 % GOJIbHBIX.

HeBponoruueckass KopkoBas maTojiorus (reMuInie-
rusl — 1 mauueHT, remunape3 — 4 nalyeHTa, SNUIEHTH -
¢opMHBIE CHHAPOMBI — 3 MalldeHTa) pa3BUBajach y 3TUX
00JIbHBIX Ha (POHE YKe UMeIoIIeicst IKCTpanupaMUuIHOK
MaToJOruu. ¥ BceX O0JIbHBIX ObLT YMEPEHHO BbhIPaXKeH-
HBI Tpemop (2,1 6anna), y 7 O0AbHBIX — HapylleHUe
peuu (2,7 Ganna), IMCTOHUYECKME HapYyIIEHUs COCTa-
BUJIM B cpeHeM 2 6ajia. Y Bcex 00JbHBIX UMEINCh pa3-
JIMYHOM CTEMEeHU BhIPA)K€HHOCTU MHTEJJIEKTyalbHbIE U
MoBeAeHYEeCKME HapyIlleHUs. Y 2 MallMeHTOB IOCTOSIHHO
MOSIBJISLINCh HEMOTUBUPOBAHHbBIE BCTIBIIIKY 3JI00HOCTH
1 aTPECCUBHOCTHU.

VY 5 6osnbHBIX (6,1 %) ObLIa ycTaHOBJICHA abIOMU-
HanbHasa dopma BBK. Bo3pacT aTux 60JbHBIX B Cpe-
HeM cocTaBui 19 et ¢ Konebanusimu ot 11 10 26 ner.
CpenHuii Bo3pacT HavaJa 3a0oJjieBaHUs cocTaBua 12,8
rojga ¢ kojebanuem ot 7 1o 17 net. O6painaet Ha ce0s1
BHMMaHME TOT PakT, 4To y 4 U3 5 OOJbHBIX UMEJIUCH
POICTBEHHBIE CBSI3U C IMIIAMU, KOTOPbIE TOXE OONEI0T
uau 6oJiesiy renaTouepedOpaibHON AereHepalueil nin
XPOHWYECKUM IrenaTuTOM HEYCTaHOBJIEHHOTO TeHe3a.
ITo nanubsiM Y3U u KT, y Bcex aTUX 60JbHBIX UMEETCS
XPOHUYECKUI renatut 6e3 uupposa. OyHKIMOHATb-
Hble nedyeHouHble TTpoObl AJIT u ACT y Bcex Obuiu
BBIIIIE HOPMBI, @ YPOBEHb LIePYJOTJIa3MUHA — HUXE
HOPMBI.

VY Bcex 5 6oabHBIX He ObLIO Kosel Kaiizepa —
®neitmepa. Co cTOPOHBI HEBPOJOTUUYECKOTO CTaTyca
MaToJIOTUYECKHE U3MEHEHU S ObIJIM B OCHOBHOM MaJlo
BbIpaxkeHbl. Y 4 U3 5 00JbHBIX OTCYTCTBOBAJIU TaKue
ocHoBHbIe cuMmnTombl I'IIJl, kak TpeMop u rumep-
KUHE3bl, UBMEHEHUs] MUMUKHU, HapylIeHUe pedu u
HapylleHue TraoTaHusg. Y ABYX OOJbHBIX OBLIM HE-
pPE3KO BBIPAXEHbl PUTUAHOCTbh MBIIIL U HapylleHUEe
ycTaHOBKU Teaa. M aumb y 1 60abHOHI, ¥ KOTOpOid
abgoMuHanabHasa Gopma TpaHchopMUpoOBalach B
npoxaTeabHo-puruanyio dopmy I'IJl, mocae mpo-
BE€JIECHUS OPTOTONMYECKOMN TpaHCIJIAaHTALlMU TPYITHOM
MeyeH pa3BUIMCH Ipydasi pUruaHOCTb MBIIIIL JUIIA
0 TUMNY MceBaOyabIOKU (risus sardonicus), rpy0as
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ou3apTpus, 1uchoHUs, nucdarus, AIpokKaHUe Kak
BEPXHHUX, TaK U HUXHUX KOHEUHOCTEW, MpeumMyuie-
CTBEHHO B IMCTaJbHBIX OTAEJAaX, a TAKXEe OTMEYaIUCh
HETMpPOU3BOJIbHbIE NIBUXEHUS TYJOBUIIA U BbIPAXEH-
Hble 00JIe3HEHHbIE TOHUYECKUE CYJOPOTU B KOHEY-
HocTsax. CorjlacHO HOBOIl MEXAYHapoAHOM ILIKaje
OLIEHKU COCTOSIHUS HEBPOJOTUYECKUX (PYHKIMIA
6oabpHbIX 'L/, y 9TOM MalilueHTKX HeBPOJOTruuecKas
nmatojorus coctabuia 20 6a1I0B U3 56 BO3ZMOXHBIX.
Yepes roa nmocJje onepauuu 0ojbHas ymepJa.

O6cyxaeHue

IToaBonst UTOT OMMCAHUS KIMHUKHU LiepeOpasibHBIX
HapymeHuit y 60abHbIX I'LIJ], HE0OX0AMMO OTMETUTD,
4YTO, HECMOTpPs Ha 00JbIIOK MOJIUMOPGU3M HEBPOJIO-
TMYECKOl CUMIITOMATUKM, BEAYIIMMU HapylIeHUSIMU
SIBJISIIOTCSI 9KCTpanupaMUIHbIE, MO3XKEUKOBBIE U TICUXU -
yeckue. KomMOMHALIMS 3TUX CUMIITOMOB M UX UHTEHCUB-
HOCTb Upe3BblUuaiiHO pa3zHoOOpa3Hbl. Jlaxke B mpeaeaax
pacmupeHHol knaccudpukauuu H.B. KoHoBanosa
HEpeaKO MPUXOAUTCS MCMBITHIBATh 3aTPYAHEHUST TIPU
pemeHuun Bompoca o dopme I'lIJL. [To aTomy moBony
J. Walshe 3asiBui: «HeTt n1ByX oAMHaKOBBIX MallUEHTOB,
Jlake €CJIM OHU KPOBHbBIE POJACTBEHHUKM, U HET TaKoi
BEUIM, KaK TUIMUYHAsA KapTUHa 0osie3Hu BuiabcoHa»
[22].

C yuetoMm Toro, uto 'L/ sBiIsIeTCS XpOHUYECKUM,
JIJIATEIBbHO TEKYIIMM 3a00JeBaHUEeM C TTOXU3HEHHBIM
JleyeOHBIM MPOLECCOM, BO3HUKAET HEOOXOIMMOCTh
MOCTOSTHHOTO MOHUTOPMHTA HE TOJBKO ToKa3zaTeseit
obMeHa Menu, HO U KJIMHUYECKON KapTUHBI OOJIE3HU.
71 9TOTO MOXET OBbITh MCTIOJb30BaHa JBYXypOBHEBas
MeXIyHapoaHas IKajga OlleHKU O0osie3HU BuiabcoHa.
JaHHas 1IKajJa MO3BOJSIET MOJYKOJUYECTBEHHBIM
METOIOM OaIbHOM OLIEHKM OTpaxkaThb MTMHAMUKY 3a-
0oJieBaHUS.

BbiBOADI

CorjacHo HalllUM JaHHBIM U JaHHBIM JTUTEPATYypPhI, B
HeBposioruyeckom crtaryce 6oabHbIX 'L HeT cummnTo-
MOB, crieuu(pUIECKUX TOJbKO IS 3TOT0 3a00J1eBaHUS.
OnHako eciii y 00JIbHBIX UMEIOTCS TUTIEPKUHESBI 11O TUITY
risus sardonicus 1 OMeHUs KPbUIbEB, a TAKXKe Crielupude-
CKUI MOAKOPKOBBI! TUII MOTOPHOI acha3nu, TO B TAKOM
ciyyae HeoOXOAMMO 3aMOJ03PUTh Yy 3TUX MALIMEHTOB
T'LI. B cBSI3u ¢ 3TUM HEOOXOAMMO MPOBEPUTH Y HUX
Hanuuue Kousel Kaiizepa — @ueiiiiepa u onpeaesiuTh B
CBIBOPOTKE KPOBU YPOBEHbD 1LIEpYJIOMJIa3MUHA, a B MOYE —
colepXkaHUe MeNIu.

Takxe, cCOTJIaCHO HAILIUM U JIUTEPATYPHBIM TaHHbBIM,
y 6oabHbIX I'LIJ] He BcTpedyaloTCs HapylleHMs TaKuX
MOAaJIbHO-CcTieM(bUUEeCKUX KOPKOBBIX (PyHKIMUHI, KaK
MoTopHasg adasust bpoka, ceHcopHas ada3us BepHuke,
anpakcus, arpadus u aixekcus. Ilostomy npu ycra-
HoBKe auarHosa I'll/l HeoO0XoauMoO yYUTHIBATH U 3TOT
nuddepeHIMaIbHBIN IPU3HAK.
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KAIHIKA LIEPEBPAABHUX NOPYLLEHb
MPU FENATOLIEPEBPAAbHIA AETEHEPALLIT

Pe3tome. BuBueHo KITiHiKY 1IepeGpaaIbHUX TOPYILIEHD Y 82 XBOPUX
i3 remaroiiepedpaIbHOIO AereHepattieto. [TokasaHo, 1110, He3BaXxaun
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MPOBiIHMMU MOPYLUIEHHSIMU € eKCTparnipaMiaHi, MO304YKOBI
Ta ncuxiyHi. KoM06iHalisg nux cCUMOTOMIB i iX iHTEHCUBHICTb
Ha/A3BUYaliHO pi3HOMaHIiTHI. Big3dHaueHo, 1110 HEMAaE CUMIITOMIB,
CTPOTro criel(piYHUX TIIBKU U151 LIbOTO 3aXBOPIOBAHHS, i Maiike He
3yCTPiYaIOThCS MOPYIICHHSI TAKUX CIIEIIU(PIYHUX KipKOBUX (DYHKIIIN,
sIK MOTOpHa ada3siss bpoka, ceHcopHa ada3zist Bepnike, ampaxcisi,
arpadist, ajJexcis.
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Voloshin-Gaponov I.K.

State Institution «Institute of Neurology, Psychiatry

and Narcology of National Academy of Medical Sciences
of Ukraine», Kharkiv, Ukraine

CLINICAL PRESENTATION OF CEREBRAL DISORDERS
IN HEPATOLENTICULAR DEGENERATION

Summary. The clinical picture of cerebral disorders was examined
in 82 patients with hepatolenticular degeneration. It is shown that,
despite the great polymorphism of neurological symptoms, the lead-
ing ones are extrapyramidal, cerebellar and mental disorders. The
combination of these symptoms and their intensity are extremely
diverse. We noted that there are no symptoms that are strictly specific
only for this disease, and violations of such specific cortical functions,
such as Broca’s aphasia, Wernicke’s aphasia, apraxia, agraphia, alexia,
almost never occur.

Key words: hepatolenticular degeneration, nervous system, clinical
picture, extrapyramidal system, cerebellum.
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