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CMOPAOMYECKNA NAPKMHCOHWN3M: ANDOEPEHLMAJIbHBIW NOOXOA

K skcTpanuMpamMmuOHBIM pacCTpoOiiCTBaM OTHO-
CATCS [BUTATeNbHble HapylleHUs, OO0YyC/IOBJIEeH-
Hble MopaxkeHMeM 0a3a/IbHBIX SIep M CBSI3aHHbIX
C HUMU CTPYKTYD [1, 2]. HecmoTpst Ha JOCTUReHUS
COBpeMeHHO} Heltpodusmonoruu, Heipodapma-
KOJIOTMM, 10 CUX TIOP He SICEH MaToreHe3 U 3TUOJI0-
rMs HapyuieHuit [2, 3, 5]. B cBsI3u ¢ 3TUM B OCHOBe
KIaccubuKauy SKCTpanMpaMUIHbIX pacCTPOCTB
B IIEpBYI0 ouepelb JEeXKUT CUHAPOMOIOTUYECKUI
MOAXO[,

CoracHO COBpeMeHHOI KiaaccuduKaluyu BbI-
nenstor: 6onesHp IlapkuHcona (BIT), MoHOTreH-
Hble BapMaHThl HaC/IeICTBEHHOrO0 MapKMHCOHMU3-
Ma, BTODUYHBI/ MapKUMHCOHU3M, CIIOPaAuyecKuii
HelipoereHepaTUBHbI TAPKUHCOHU3M [2, 4, 5].

K cnopaguueckoMy MapKMHCOHMU3MY OTHOCSIT-
cs:

¢ CMUHYKJIEMHONIaTUM (OeMeHLIus C Tebla-
My JIeBU, MyJIbTUCUCTeMHas aTpodusi, OJIMBOIIOH-
Tolepebe/IsipHas AereHepaius, cuaapom Ilas-
IOpenxepa; TDP-43 niporenHonaTus, nereHepanms
(poHTOTEMMIOpATBHBIX HoMel ¢ TDP-43);

e TaynaTuyu (MPOTPECCUPYIOIINIA  HagbsLep-
HBbII TMapanny; KopTUKoOa3aibHas HereHeparus,
CTpUaTO-HUTpaAbHasl JAereHepanus, MNaIULO0-
HUTpaJIbHAS IeTeHepalysi; 601e3Hb AblLireiiMepa;
60me3Hb [InKa, 60/1e3Hb CEPEOPSTHOTO 3BeHa; GPOH-
TOTEeMIIOpaJ/ibHAas AeMeHI S M TapKUHCOHU3M 17-14
XPOMOCOMBI);

» dbysonatumu (mereHepauusi GpPOHTOTEMIIO-
panbubIx gonei ¢ FUS (FTLD-FUS), Neuronal inter-
mediate filament inclusion disease (NIFID), Baso-
philic inclusion body disease (BIBD));

* TPUHYKIEOTUAHbIe (6o/Me3Hb I[eHTUMHITOHA
(bopma Becrdasns); atakcust Opunpeiixa; CIIMHO-
O6ynbpbapHas MplinieyHass atpodust ™un Kennenu;
CIIMHOLIepebe/UIIpHble aTaKCUM; OeHTaTOpyOopo-
Ma/UINA0Nyu3aibHas aTpodus);

* IpMOHHBbIE 3aboseBaHusl (Kypy; Oo0e3Hb
Kpeinttudenbna-Ikoba; cunapom Iepctmana-
[ITpayccnepa-llleiiHepa; datanbHas ceMeitHas

6EeCCOHHUIIA);

¢ TAPKMHCOHM3M B paMKaX Hac/lelCTBEeHHbIX
3aboneBanuit (6onmesHb BuabcoHa-KoHOBaoOBa;
6one3nb l'autepBoprena-Illnaria; 6onesup dapa;
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HepPoaKkaHTOIUTO3; GOKOBOI amMMoTpoduueckmii
CKJIEpO3-NIapKMHCOHMU3M-IeMeHIMs: cuHApoM [y-
ama).

Briepsrie BIT B 1817 romy omucaHa aHIIUii-
ckuM BpayoM [Ixkeiimcom IlapkuHcoHOM (James
Parkinson, 1755-1824) B KHUTe «Icce O IpOKaATENb-
HOM Mapannde». B 1877 rogy XIX cronerus ¢ppaH-
mysckuit Heposor JKan-Mapten Illapko (1853-
1940) mpenyioskun Ha3BaTh 3abosieBaHKe B UeCThb
IIx. [TapkuHcoHa. BII u3BecTHa co BpeMeH omnuca-
Hud [Ixerimca [TapkuHcoHa ¢ 1817. [IpeTeprieB MHO-
>KeCTBO M3MEHEHMI BO B3IVISIZeE, IO CUX TMOp OCTa-
eTCsl 3araJjOuHOli B OTHOIIEHUM ITUONOTUHU, (Pak-
TOPOB PUCKa, MEXaHU3MOB pa3BuUTHs [5, 6]. [To3z-
Hee TIATOJIOTMSI OOBSICHSIACH HePOMHGEKIIMOH-
HBIM (HIIeQaIUT DKOHOMO) M COCYAMUCTHIM IOpa-
skeHusiMu. B 1919 romy K.I1. TpeTbSIKOB 00HAPYKMI
JereHepalumio KpPYIHBIX MeIaTOHMHCOAepkKalinx
KJIeTOoK substancia nigra; B 1960 romy H.Ehringer
u O.Hornykiewich BeisBuin mepunut nodamMmmHa B
6a3a/bHBIX raHIINSAX. CHMKEHME UYMCIEHHOCTH JI0-
(bamMMHIPrUyecKmx HeIPOHOB M KonuecTBa goda-
MMHA HapylaeT AO(QaMMHIPIUYECKYI0 MHHepBa-
Ly crpuaryma (puc. 1.). B mensblineit mepe crpaza-
IOT s1[Ipa CTBOJIA, HEMPOHbBI TOIy60TO MATHA, HEMPO-
HbI 000HATENbHOM TYKOBUIIbI, KOPa O0IBIIMUX TTOJTY-
mapuii [7].

[lo JaHHBIM 3OUOEMUONIOTMYECKUX UCCIeN0Ba-
Huit BIT HaGmogaeTcst BO BCeX STHUYECKMX IPYIIIax
" BcTpevaeTcs B 1,5 pasa varie y My>KUMH B TIOKU-
JIoM Bo3pacTe. 3a601eBaeMOCTb U PACIIPOCTPAHEH-
HocTb BII yBenmMumBaioTcs ¢ BO3pacToM, 3abosieBa-
emocThb gocturaeT 55 Ha 100 000 y 70-1eTHUX JTI0-
geit m 220 Ha 100 000 yenoBek B BO3pacTe CTapiie
85 net (S. Fahn, 1995; N. Quin, C.W. Olanow, 1996).
Cpenu moxasareseit 3a6oneBaeMocT B mupe BII
BCTpeUYaeTcsi PaBHOMEPHO M COCTaB/SIET OKOJO
20 Ha 100000 HaceneHMs, pacIpPOCTPaHEHHOCTb
— 120-180 Ha 100000 u mocturaetr 1% B moIymns-
uyu Jiual, crapine 60 jiet. 3aboeBaHNue BCTPEYAET-
51, KaK IIpaBuUiIo, B IOXKUJIOM M CTapYeCcKOM BO3pac-
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Puc. 1. TIo3UTPOHHO-3MUCCUOHHAS TOMOrpad s ToMoBHOrO Mo3ra: A-Hopma, b — ipu 6osme3uu [TapKMHCOHA.

Te. CpemHMIT BO3pacT Hauasia 3a60/1eBaHMsT COCTAB-
JiseT 65,3+12,6 roga, pacIipoCTPaHEHHOCTD B MOITY-
sty u, crapiie 85 et — 2205,3 Ha 100 000 Ha-
cenenud [2].

OpHako, B IOCaegHee BpeMs OTMEYaeTcsl OT-
YeTIMBasi TEHOEHIMS «OMOJIOXKEHMUS» MaTOJIOTUMN.
TUIIMYHBIA BO3pacT Havaia 3aboneBaHus — 45-52
roga. Y 10% 6onbHBIX 3a00eBaHNe Oe0I0TUPYeT B
MOJIOZOM Bo3pacTe, o 40 jyieT. B aTom ciydae 3a60-
JieBaHMe Ha3bIBAETCS I0BEHWIbHbIN TaPKMHCOHU3M
XaHTa, KOTOPBIi XapaKTepu3yeTcst MeIIeHHbIM Te-
YeHMEM U KJIACCUYECKMMM CUMITTOMaMU ITapKUH-
coHusma. 3ab60eBaeMOCTh MAapKMHCOHU3MOM He
3aBMCUT OT II0JIOBOJ (3a60ieBaHMe BCTPEUAeTCs C
OIVHAKOBOV 4aCTOTOM KaK Yy KeHIIVH, TaK U Y MYy3K-
YMH) M PacoBOI MPUHAIIEKHOCTH, COIMATbHO-
IO TTOJIOSKEHMSI ¥ MeCTa MPOKMUBAHMS. 3apeTuCTPu-
poBanbl ciyuyau BII Ha TeppuTopun Ykpauusi (59,6
crydast Ha 100 000 Hacenenust) u JIoHelKo# o6/a-
ctu (30,6 crydas Ha 100 000 Hacemenms) [45].

IMo pacHpoCTpaHEHHOCTU PAa3IUYHbIX (OPM
MMapKUHCOHM3Ma, npeobiagaer BII 1Mo cpaBHEHUIO
C OpyrMMM BapuaHTamu. HecMOTps Ha MeHbIINIA
MIPOIIEHT PaCIpOCTPAHEHHOCTM ITPOSIBJIEHMIT Tap-
KMHCOHM3MAa BO3HMUKAeT HeoOXomuMocThb audde-
PEeHIMATbHOM AMATHOCTUKY MEKIY HUMMU C Ie/TbI0
MTOCTAaHOBKM AOCTOBEPHOTIO AMarHo3a.

Bpuranckum o6mecTBom 6oe3Hu ITapKuu-
coHa (Hughes A.]. et al., 1992) pa3paboTaHbl KIu-
HUYECKVE AMAarHOCTUUECKIe KpUTepUy OaHKa MO3-
ra, Cpeay KOTOPBIX MMEIOT MECTO KPUTEPUM BKITIO-
YeHMsI, UCKTIOUEeHMS U TIOATBEPsKAAIoII/e AMarHos.
B 2015 romy MeXTyHapOZHBIM OOGIIECTBOM pac-
CTPOVICTB OBMKEHMS ObLIM pa3paboTaHbl MIPUHIIN-

MMMAJIbHO HOBBIE KIIMHNYeCKMe Kputepuu. [Ipu sTom
KpUTEPUM BKIIOUEHMS ObUTM HaIMume GpagvKkiHe-
3UM C MUHUMYM OJHUM CMMIITOMOM M3 MbIIIEUHOM
PUTUAHOCTH, TPeMOpa MoKos 4-6 Tl M mocTypasib-
HOI HEYCTOMYMBOCTYU, HE CBSI3aHHOM C aTaKTHU4e-
CKUM CHMHApPOMOM [5, 7, 9].

Uckmrouator BII moBTOpHbIE MHCYABTBL CO CTY-
MEeHYaThIM MPOrPECCUPOBAHMEM MMAPKUHCOHUYE-
CKUX CUMIITOMOB, TIOBTOPHBbIE TPaBMBbI TOJIOBBI U
sHIlepaUThl B aHaMHe3e, OKYJIOTMPUITHbIE KPU-
3bl, IeUeHEe HelipoenTUKaMM A0 Havasia mposiBiie-
HMSI TAPKUHCOHMYECKUX CMMITTOMOB, 60JIee OHOTO
porcTBeHHMKa ¢ BI, gymTenbHas peMuccus, CTporo
YHWIaTepaJIbHOE MOpaskeHye CITyCTs 3 rofa OT Hava-
J1a 3a60j1eBaHMs, CYIIPaHyK/IeapHbIi Mapaand, MO3-
SKEYKOBBIE CMMITTOMBI, DAHHSIS TSDKeTasi BereTaTUB-
Hasl IMChYHKIMS M JeMEeHIMS ¢ HapylleHueM Iia-
MSITU, peuy, IpaKkcuca, CUMIITOM BabuHCcKOro, Ha-
JI4yie OTMyXOJIM TOJIOBHOTO MO3Ta MU ruapoleda-
JIUY TIPU HEeMPOBU3yanu3aluu, OTPULIATENbHBIN OT-
BeT Ha O0JIbIIINE TO3bI JIEBOIOIIBI (TIPY UCKITIOUEHUM
HapylLIeHuli BCaCbIBaHUS), BO3MENCTBME 1-MeTum-
4-penni-1,2,3,6-trerparuaporpuayta [7, 10].

O TIONTBEPKOEHMUS] MMarHo3a, HeoOXOmMMO
Ha/mmMuue Tpex iy 6onee Kputepues. Cpemy HUX
BBIENSIIOT OJHOCTOPOHHEE HAvyajao, HaJlndue Tpe-
MOpa MOKO0sI, HEYKJIOHHOe TPOorpeccupoBaHme, Co-
XpaHSIOmAsACcsS acMMMETpUs C IpeobnamgaHueM
CUMIITOMOB Ha CTOPOHE, C KOTOPOJi HayaIoCh 3a60-
JleBaHMe, OTIMIHBIV OTBET Ha JieBogoIry (70-100%),
TsDKeJlasi JIeBOAOTABbI3BAHHASI XOpesi; TOJI0XKM-
TeJIbHBI OTBET Ha JIEBOMAOITY B Te€UEHMe 5 JieT mpu-
ema u 6oj1ee; KIMHM4Yeckoe TeueHye — 10 jget u 60-
nee [6, 10].
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B 2015 r. wieHaMu MeXAYHAPOTHOTO OBIIECTBA
PaCCTPOIICTB ABMUKEHMST ObLIM pa3paboTaHbl IPUH-
LUIIMAJIbHO HOBBbIE KIMHMYECKue Kputepum bIIL.
Knmunueckn «zmocroBepHasi» BII guarHoctupyert-
Csl B CTy4yae, eCi B KIIMHUYECKOV KapTUHE OTCYT-
CTBYIOT aGCOMIOTHBIE KPUTEPUM UCKITIOUEHNS ; TIPU-
CYTCTBYIOT JiBa MM Gojiee TMOATBEPKIOAIONINX KPU-
TepUM U OTCYTCTBYIOT «KpacHble duiarm». KinuHnue-
CKM «BeposiTHas» BII muarHocTupyeTcs: Ipyu OTCYT-
CTBUM aOCOIOTHBIX KPUTEPUEB UCKITIOUEHMS Y TIPU-
CYTCTBUM «KPaCHBIX (1aroB» (He 6osee IBYX), KOM-
MEeHCUPOBAHHbIE TOATBEPXKAAIINMU KPUTEPUSI-
mu. [MoaTBepxpatoiine Kputepuu BIT: oueBUOHBIN
M OpaMaTUUeCcKui OTBET Ha JohaMUHEePTUUECKYO
Tepanuioo; Halnuyue JIeBOAONa-MHAYIMPOBAHHBIX
IVICKUHE3UI1; TPeMOP MOKOST B KOHEYHOCTSIX ; TUIIOC-
MUSI WU CepAevyHasl CMMIIaTUYecKasl AeHepBauus
M0 JAHHBIX CUMHTUTpaduu ceppaiia. AGCOMIOTHbIE
KPUTEPUM UCKITIOYEHUS: BbIpasKeHHbIE MO3YKEUKO-
Bbleé CMMIITOMBI; TMapaauy BepPTUKAIBHOTO B30pa
WIN 3aMe[ijIeHN e BepTUKaIbHbIX cakkag, [10].

Mo manubiM BputaHckoro obuiectsa BII paspa-
060TaH aJrOPpUMTM IOCTAHOBKM JAMAarHosa C He-
00XOIMMOCTBIO BBITIOJTHEHUST TPEXITAITHOTO Y-
arHOCTMYEeCKOro moucka. IlepBwiii 3Tam BKIHOYA-
eT CMHAPOMAaJbHBIN MOAX0N M OCHOBAH Ha KpUTe-
pusX BK/IIOYeHMSsI. BTopoii sTam, HO30/10TMYeCKUii
— 3aK/II0YAETCs] B HUIMUMM He MeHee 3-X KPUTepU-
eB TOATBEPXKAEeHUS U OTCYTCTBUS MCKIHOYAIOIINX
Kputepues. Ha TpeTbeM sTare Heob6xomumo chop-

MYJIMPOBATh OKOHYATEIbHBIN AMAarHO3 C YKa3aHM-
eM cragum 3a60/1eBaHMsI, CKOPOCTU MTPOTPECCUPO-
BaHMSA, CTEMEHU Pa3BUTUS KIMHUYECKOTO IaTO-
Mopdo3a ¥ KOMOPOMAHBIX PACCTPOIICTB.

Ilyisg TOTO, YTOOBI MPAaBUIBHO OLIEHUTh COCTOSI-
HMe TalyeHTa ¢ MMapKMHCOHM3MOM U CHENIaTh BbI-
Boz, 06 3(p(eKTUBHOCTY MPOBOAMUMOIO JIEUeHMsI, B
HEBPOJIOTUY UCIONIb3YIOTCS Pa3/IMUHbIe Kiaaccudu-
Kauuu (cM. Tabi1.).

Opua 13 Hanbosee pacrpoCTpPaHEHHBIX B Mpak-
TUKe — Kiaaccudukaius, npemioxenHas JI.C. ITe-
TenuHbIM B 1970 1. Hanbosmee momynsIpHOIi U Mpo-
CTOVi B MCITOJIb30BAHNUY CUMUTAETCS JeieHne 60ses-
Hu [TapkuHCcOHa Ha 5 ctagnii o XeH-Spy. 3Ta Kinac-
cuduKanys IpUMeHSIeTCSl BpayaMu yke 6oree 45
JeT u 6plTa paspaboraHa Bpauamu Mapraper XeH
u Mensunom dpom (Hoehn M., Jahr M. D., 1967).
Knaccudmukanys ompeaensieT CTeneHb TOJIbKO IBY-
raTeJIbHbIX HaPYIIeHWii IIPU MapKUHCOHU3ME U He
3aTparuBaeT Apyrue M3MeHeHMs, KOTOpble MOTYT
TaKke HabmMOmaThCs B mepuopn 6onesHu. BpemeH-
HOJ AMAaIla30H HaXOXAEeHMs TalleHTa Ha orpefe-
JIEHHOJ CTaauM TeUyeHUS] MOTOPHbBIX MPOSBJIEHUIA
MOXXET BapbMpOBAaTb OT MECSIIEB N0 HECKOIbKUX
JIET ¥ 3aBUCUT TOJBKO OT MHAMBUAYATbHBIX OCO-
GeHHOCTe TeueHMs 60JIe3HN Y MaleHTa.

Knaccudbmkanmst BIT mo XeH-Spy mokasbiBaeT
JUCTUMHHOE COCTOSIHME TTalleHTa B OmpemeleHHbIN
MOMEHT BpeMeHM. Y KaKI0ro 60JbHOTO, B 3aBUCH -
MOCTY OT MPOBOAVIMOTO JIEUeHUs M 0COGEHHOCTEI

Ta6amnua.

CucTeMbl OLI€HKM CTeIeHM TSIKeCTHU IIapKMHCOHM3Ma

[lIkana XeH-5pa (1967) B Mmogudmka-
uum Lindvall ¢ corp. (1989),
Tetrud, Langstone (1989)

JI.C. ITeTenuH c cotp. (1980)

UPDRS (Fahn,
Elton, 1987)

= 0 — CMMIITOMBI OTCYTCTBYIOT

0 — cMMOTOMBI

OTCYTCTBYIOT
I CTEIeHb — VMEeDEeHHO BbIDa- 1.0 — ogHOCTOPOHHME TIPOSIBJIEHUS CUHAPOMA
SKEHHBIE CI/II\}[,HT(I))MBI' n o>1r<)a— 1.5 — oIHOCTOPOHHME IPOSIBJIEHUSI B COYeTa-
Hie, PUTMHOCTD aK‘I/II-II)GSI/[H Tpy-  HVM C BOB/IeUeHeM aKCUAIbHOM MYCKY/IaTypPbl 1o 59
o cr’lg COGHOCTD CE)X AHeHa 1Py 2.0 — IBYXCTOpOHHME ITPOSIBJIEHNST O€3 T10-
P CTYypaJIbHOI HECTaGMIbHOCTH
I CTEIEeHD — BEIDAKEHHBIE CHM- 2.5 — IBYCTOPOHHME TIPOSIBIIEHMS], TIOCTYPalb-
TITOMBL: 11 oxa}}jne i Has HeCcTabuwIbHOCTh. COXpaHeHa CIIOCOOHOCTH Ipe-
HOCTB éKEH P }’1511) - OIlOJIEBATH ITOCTYPATIbHYI0 HECTAOMIBHOCTD
> 1: py 6 3.0 — TO Xe, aIU30AMYECKM HY)KIAeT- 60-118

MOXOJ KU, TIO3BI. I?V.ELOCHOCO - (51 B [IOCTOPOHHE IOMOIIN
HOCTb yTpauyeHa. YaCcTMYHO orpa-
HYY eHchI)aM 00BCIVKIUBAHIIE P 4.0 - TsKesast 06e3ABMKEHHOCTD, B «XOPOIIE» THU

YK (W1 Yachbl) MOKET CTOSTh UJIY XOAUTH O3 MTOMOIIU
III cTeneHs — rpy60 BBIpAXKEH-
HBI} CMHAPOM, yTpaTa caMoo6- .

ADOM, YTD 5.0 — 6e3 OCTOPOHHEI TOMOIIM MTPMKOBaH K rmoctean  119-203

CITY>KUBAHMS, KOHTPAKTYPbl, TPO-
¢bmueckue paccTpoiictTsa
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TeueHUs, CTaAus MOXKeT TepUOaNYEcKr MeHSTh-
Cs1 KaK B CTOPOHY YBeJIMUeHMS, TaK U YMeHbIIIeHNS.
IS OlleHKM KIMHUYECKUX TTPOSIBJIEHU I UCTIONb3Y-
10TCsT YHUGULIMPOBaHHAS peiiTUHIOBAs 1IKajaa 60-
nesuu Ilapkuncona (Unified Parkinson's Disease
Rating Scale — UPDRS; S. Fahn, R. Elton, 1987) n
IIKaja JHeBHO akTuBHOCTM Schwab & England.

Hemennus c tenbuamu JleBu (Friedrich H.
Lewy) xapakrtepusyercsi IeMeHIVel, B Tede-
HMe Toja OT Hauaja MOTOPHBIX HapylleHUi B
3PUTEBHO-KOHCTPYKTUBHOM cdepe, raumioimHa-
IMSIMM, TICUX03aMM A0 Havaia modamMuHepruye-
CKOJt Tepanuy, MUPOKUMU (PIIOKTYaIUSIMU B KOT-
HUTUBHOI cepe ¢ menvpreM, BereTaTUBHbIMU Ha-
pymeHusamu. IIpy 6MOTNICUM TOTOBHOTO MO3Ta BbI-
SIBJISIIOTCST TeNbIla JIeBM C HelfpoHaMM YepHOit Cyo-
cranuuu (puc. 2.) [11].

IIporpeccupyromuii HagbsOepHbIN Mapa-
ama (cuagpom Ctuna-PuuapacoHa-OmnbllieBCKOTO)
BHepBble omucaH 3 Bpauamu (W. Posey, 1904; J.
Steel, J. Richardson, J. Olszewski, 1963-1964). 3a60-
JieBaHMe XapaKTepu3yeTcs CylIpaHyKIeapHbIM Iia-
pasm4yoM (orpaHMUYeHMe ABVMKEHMIT TIIa3HBIX SOI0K
10 TOPM30HTAM, TTO3JHEe — M0 BepTUKAIU), 3a-
TpyJHEHMeM B3IISiAa BHU3, «3aCTHIBIIMM B3IJISI-
IIOM», 9KCTeH3Mell 11eu U TYJIOBUIA B OTJAUYKUE OT
«crubaTenbHO» MMOo3bl Tpu BII, nusapTtpueit, muc-
darueit, mosgHee memeHiueit, mpu MPT roloBHOro
MO3Tra BbISIBIeHa aTpodust cpegHero Mo3ra u pac-
mpeHue 3 keaymouka ¢ GopMUPOBAHMEM «KITIOBA
koymmbpu» (puc. 3.) [11, 12].

[T KOpPTUMKOOA3a/IbHOM JereHepamuu Xa-
pakTepHbI KpUTEpUu, pazpaboranubie B 1996 romy
W.H. Oertel; N. Quinn 1 BK/I0YAIOT B ceds geMeH-
IIMI0 JIOOHOTO TWUIIA, MAEOMOTOPHYIO aIlpaKkCuio,
adasuio, pedeKTOPHYI0 MUOKIOHNIO, GOKATBHYIO
IVCTOHMIO, KOPKOBbIE HApYIlIeHUsI YyBCTBUTENbHO-
CTU, HETIPOM3BOJIbHbIE IBUKEHUS U «JIeBUTALINIO
KOHeUHOCTei» 1Mo JleHHU-BpayHy — heHOMeH «uy-
kast pyka» [2,11]. I[Ipy MarHMTHO-pe30HAHCHO TO-
Morpadu roJIOBHOTO MO3Ta AMarHOCTUPYIOT aCUM-
METPUYHYIO aTpoduI0 JIOGHO-TEMEHHOW KOpbI U
CTpMaTyMa Ha CTOpOHe nopaxeHwusi. B 1998 rony R.
Kumar moauduiiupoBai KpUTepuu 1 06aBUI Xpo-
HMUYecKoe Iporpeccupyloliiee TedyeHue C acuMmme-
TPUYHBIM Haya/ioM, HapyllleHeM BbICIIeli HepB-
HOJ OesSTeTbHOCTU, SKCTPAaNUPaAMUIHONM CUCTEMBbI
U OTCYTCTBMEM KPUTEPUI UCKITIOUEHMSI.

MynbpTucucTeMHass aTtpodus IIPOSBISETCS
MapKMHCOHM3MOM B COUETAaHUM C PA3JIMUHON KOM-
OuHaIyel MO3KeUKOBbIX, BET€TATUBHBIX U MMpa-
MUAHBIX CUMITTOMOB. B 3aBMcMMOCTYM OT mpeobia-
IaHUS KIMHUYECKUX TPOSIBIEHU BBIAEISIOT TPU
(bopMbl MYIBTUCUCTEMHONM aTpoduu: HMapKUHCO-
HUYECKYI0 (CTpMaTOHUTpa/ibHAag [ereHeparus),
MO33KeUKOBYIO (OJIMBOIIOHTOIIepeOeIIpHAs aTpo-
¢us — OIIIA) u BeretaTuBHyIO (cuHApoM Illas-

Opeiimskepa — CIIO) [13]. 3a6oneBaHue XapaKkTepu-
3yeT coueTaHye IIPU3HAKOB B JII060¥ KOMOWHAIINUM,
cpeny HUX BBIIEISIOT KOMOMHAIMIO SKCTpammpa-
MUIHBIX, MMPAMUIHbBIX, MO3K€UKOBBIX U BereTa-
TUBHBIX PACCTPOICTB, MOCTYPaIbHYIO TUIIOTEH3MIO
(CHID), Ta3zoBble HapylleHUS, MMIIOTEHIUIO, Ha-
pylileHue MOTOOTHAe/IeHNs], OUHble alHOo3, TMCEeB/0-
OynbOapHbBIl CMHAPOM, AeMeHIuoo, mpu MPT ro-
JIOBHOTO MO3Ta BBISBJISIOT aTpoduio MOCTa, MO3-
sKeuKa ¥ CKOPJIYIIbI ¢ GOPMUPOBAHMEM «CUMIITOMA
KpecTta» (puc. 4.) [14].
OnmMBOMOHTOLEPEOEe/UISIDHAS.  AereHeparys
(aTpodmsa) umMeeT ceMeiHbIi U CIIOpaaAUYeCKUit
xapakTep. B 1900 r. [Jexxepun u Tom (Dejerine u

Puc. 2. Tenbiie JleBu (610K o.-CUHYKIEUH — yKa3aH
CTpeJKOi) B HelipOHe YEPHOI'0O BelllecTBa.

Puc. 3. ITauueHT A., 63 roga. MPT ronoBHoro mo3sra —
aTpodust cpemHero Mosra «KJaioB KOMu6pu» (B Kpyre).
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Puc. 4. MPT ronoBHoro mo3ra B T2-B3BelIeHHOM
M300paKEHUNM MAIMEHTA C MYJIbTUCUCTEMHOIN aTpodu-
eit: aTpodusi CKOPIYIIbI, TUIIEPUHTEHCUBHBIN 060I0K
(cTpesnka) BOKpYT Hee U ee TMIIOMHTEHCUBHOCTD I10 CPaB-
HEHMIO C 6/IeITHBIM HIapPOM.

Thomas) BbIAeIMIN MPOTPECCUPYIONIYI0 MO3KeU-
KOBYI0 aTaKCMI0 C 3KCTpanmMpaMMUIHbIMM 3HAKa-
MM, TIO3OHMM HAuyajOM, 3HAUMUTETbHBIMU TICUXU-
YeCKMMU M3MEHEeHUSIMM, MPU KOTOPOJi IaTOMOp-
(onornueckoe McciiemoBaHKue BISBISET aTPOPUIO
KOpbI MO33KeUKa, CepOoro BellecTBa MOCTa, OJIUB, a
TaKKe MOJIHYIO JeTeHepalnio CpeIHIX HOXKEK MO3-

’KeUuKa, 3HaUUTe/IbHOEe MoPakeHne BepeBUYaThIX Tel
[11, 15]. HambGonee yeTkumMu hopMaMy U3 TPYIIITbI
OJIMBOTIOHTOIIEPEOEIIIPHBIX [TereHepaluii sIBIIsi-
forcsa tun IeskepuHa-Toma u Tum Menienst. K 60-
Jlee penKoit ¢opme OTHOCUTCSI OMMBOPYOpoIlepe-
6emnspHas arpodus JlexxouHa-JlepmurTa. Hekoto-
pble aBTOPBI ITOJIATaIOT, UTO Iepebe/IooMBapHas
arpodus (HacaenCcTBeHHBI TUl X0JIMca U cIopa-
Indeckuit Tun Mapu-®ya-AnaxkyaHMHa) SIBISIETCS
HeroiHoi dopmoii OTILIA.

CormacHo  knmaccudmkaumy — Konigsmark u
Weiner BbIIe/sIOT KIMHUYECKMe GopMbl: MeHIleIb
(Menzel P., 1890); ®duknep-Bunknep (A. Fickler,
1911; C. Winkler, 1923); ®poman-XaseHep (J.
Froment, 1937; W. Havener, 1961); lllyr-Xarimakep
(J. W. Schut, W. Haymaker, 1950); Kaptep-Yaumep-
Bu6uu (Carter, Chandler, Bebin, 1956) [2,4,9].

Kivanyeckast xapakrepuctuka Tuiia MeH-
LleJib  XapaKTepu3yeTcss ayTOCOMHO-TOMMHAHT-
HbIM (A/l) BapMaHTOM HacaeIOBaHMS; MeIJIeHHbIM
nporpeccupoBannemMm; nae6ior B 11-60 neT; mo3-
JKEUKOBOJ arTakcuel; TUIIOTOHYCOM; HapylleHU-
€M peun; TPeEMOPOM pPYK; mucdarmeii; runepKuHe-
3aMM; MHOTAA I7a30A4BUTATeNbHbBIMU HapYyIIEeHUS -
mu. Tun Oukinep-BuHKIep SBIseTCSI ayTOCOMHO-
penieccuBHbIM (AP); me6ror B 20-80 j1eT ¢ aTakcu-
eit u 6e3 HapylleHus ABUTaTeIbHOI aKTUMBHOCTMU.
Tun ®pomaH-XaBeHep umeeT AJl Hac/lieqoBaHMe C
nebI0TOM B MOJIOAOM BO3pacTe, aTaKCuein u Apy-
TMMM MO3K€UKOBBIMU TIPOSIBIEHUSIMU, SKCTPATIN-
pPaMMUAHBIMY HAPYIIEHUSIMU ; CHUSKEHMEM OCTPOTHI
3peHns (peTUHAJIbHAS IIMTMEHTHAs JgereHepanmsi).
Tun lyt-Xarimakep Hawiemyetcs 1o Al Tury c me-
6I0TOM B MOJIOZIOM MJIM IETCKOM BO3pacTe, COMpo-

Puc. 5. MPT ronoBHoro mo3sra B T1 (A) u T2-B3BellleHHbIX M300paskeHMsX (B): cuMnTom «ra3 Turpa» (yKasaHo

CTpesIkaMm).
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BOX/IaeTcs aTakcueil U JpyruMu CMMIITOMaMu T10-
pakeHMsT MO33KeuKa, JIMIIEBbIM Iapaandom; Oyiib-
OapHBIMM ¥ BUOPAIMOHHBIMM HapylieHusamMu. Tur
Kaprep-Yanngyiep-Bubun umeet AJl TuI Hac/iemo-
BaHMA ¢ me6ioToM — 35-40 seT, XapaKTepu3yeTcst
HapyllleHeM MHTeJIeKTa; 3KCTpanupaMuaHbIMu
paccTpoiicTBaMu, aTakCUel U IPYTMMU MO3XKEUKO-
BBIMM HapyIIeHUSIMMU.

Bonesnr TannepBoppena-lllmatuma (NBIA-
Syndrome - Neurodegeneration with Brain Iron
Accumulation) — oueHb penKoe HelipomereHepa-
TUBHOE 3a00jieBaHMe, COMPOBOKIAIOIIEECS OTIO-
sKeHMeM JKejie3a B 6a3a/IbHbIX FAaHITIUIX (B 6J1€HOM
Iape ¥ YepHoii cybcTaHIMm). BriepBble ONMMcaHo B
1922 rony Onnycom l'annepsomenom u Xyro llnar-
ueM. OgHako, n3-3a cBs3eli I0nmnyca T'annepsopae-
Ha C IIpOrpaMMOoit 3BTaHasuu B (almcTckoit I'ep-
MaHMUM ObLIO TPEJIOKEHO Ha3bIBaTh 3a00/IeBaHMe
«HelipogereHepaiueii c OTIOKeHreM keje3a B MO3-
re». B Mupe pacmpocTpaHeHO Ha3BaHue 3aboyeBa-
Hust «NBIA». YacToTa 3a6oseBanust B cpegHeM 1-3
yejioBeka Ha 1 MuummoH. [Tpu panHei maHudecTa-
MY ayTOCOMHO-pellecCMBHOe 3a00jIeBaHue, OIIpe-
IeNSIOTCST MyTaluy B KogypyeMoM (dhepMeHT IaH-
toreHknHa3y (PANK2) rene, B xpomocome 20p12.3-
pl3 (2001 r.). ®epMeHT UrpaeT IMIABHYIO POJib B
6uocuHTe3e KodepmeHTa-A. B mociemyomem 3a-
Oo/ieBaHMe TIEPEMMEHOBAHO B TAHTOTEHATKMHA3A-
acCOLMMPOBAHHYIO HelipomereHepanumo [16].

O6BbIYHOE HAYasI0 3a00/IeBaHMS B NeTCKOM BO3-
pacTe, MHOTZAA C BBIPXKEHHOM CMIITOMAaTUKOM yKe
Ha TIePBOM rofly KU3HU. PeIko BO3MOKHA MaHMpe-
CTalusi BO B3pOCIOM BO3pacTe. DKCTpanupammui-
Hble MOTOpHbIE PACCTPONCTBA XapaKTepU3YIOTCS
HapylieHeM XOObObl C TEeHAEHIINMEN K MageHUsIM
WIM OVMCTOHMEN HOT; ABVKeHUM (IMCTOHUM, XOpe-
0aTeTo3, TPeMOP) C PUTUIHOCTbIO 3aTHIJIOUHOM MY-
CKyJIaTypbl, rutieppedaercueii; ICUXMUKYU (Kak IIpa-
BWIO, MHTEJUIEKTya/JibHble HapylleHus); Ousap-
TpuK, gucharumn; MCUXUIECKUMM HapYIIEHUSIMU;
MMUTMEeHTAIMel pagykKu Wi aTpoduein 3puTesb-
HOT'O HepBa; CMHAPOM MapKMHCOHM3MA-TIIIOC C Jie-
MeHIIMe.

BeipensiioT meTckyw (PaHHIOW, KIaCCUUECKYIO),
IOBEHWIbHYI0O U B3POCIYI0 (AaTUIIMYHYIO) KIUHU-
yeckiue ¢opmbl. [leTckast (paHHSS, KiIaccuueckas)
dbopma mebroTupyet B 4-10 j1eT, 6BICTPO MPOTPeCccu-
PYET C yTpaToi ClIOCOOGHOCTY K CAMOCTOSITEJTbHOMY
repenBisKeHNnIo B TedeHue 10-15 jietr, HauUMHAaeT-
¢S C IMCTOHUM HMKHUX KOHeuHocTel (B 90 %), 3a-
TPYAHEHMEM XOAb0bI, TeHepaIu3alyeii IBUraTesb-
HBIX PaCCTPOICTB, BOBJIEKAs] MBIIIIIbI JIUIIA, TJIOT-
KM, TYIOBUINA, GOPMUPYS pasaudyHbie BUIbI (HoO-
KaJIbHO, MyJTbTU()OKATBHOM, CETMEHTAPHOI U re-
Hepa/ln30BaHHOM maucToHum (6rnedapocmasm, cra-
CTUYecKasi KpuBollles, CMHAPOM Meiixka, MMMCUnNii
CTasm), CMHAPOMOM MMapKUMHCOHM3MA B BUJe TUIIO-

KMHe3UU, PUTUAHOCTU U TpeMopa MOKOsI, 3pUTesb-
HBIMM PacCTPONCTBAMM B BUJie MUTMEHTHOI Jere-
Hepauuu cetTyaTky (29%) u aTpoduieit 3pUTeIbHbIX
HEPBOB (68%), pa3BUTHEM YMCTBEHHOI OTCTajo-
CTU BCJI€ICTBUE YXYAIIeHUS] TTaMsATH, BHUMaHUS U
TCUXUUECKUX HapyllleHit (arpecCMBHOCTD, aCOLIM-
aJbHOe TOBefieHNe), SMUIENTUUECKUX TIPUCTYIIOB
[16]. FOBenunbHas dopma HaunHaeTcst B 10-18 et
B Bume (OKAJIbHOIM OMCTOHUU, TUIIMUHBI HEepoI-
CUXOJIOTUUEeCKMe, TI0Be/iIeHUeCKe ¥ KOTHUTHUBHbIE
paccTpoiicTBa C MeJiJIeHHbIM TUIIOM ITPOTPeccUpo-
BaHMSI CMMIITOMOB. B3pocias (atumnuuHas) dop-
Ma JeGioTupyeT mocie 18 yet, peaKo BCTpeuaeTcs
(He 6omee 15 % Bcex ciyyaeB O0OE3HM) C pasany-
HBIMM BUIAMU TUIIEPKUHE30B (AMCTOHMUS, XOpeo-
aTeTo3, TeMMOTM3M, MUOKJIOHUM), CUHAPOM Tap-
KMHCOHM3MA, ITpoba TaBeHapaa (oCTypaabHas He-
YCTOMUUBOCTb).

O6bIYHOE HayasIo 3a60/IeBaHMS B IETCKOM BO3-
pacre, MHOTAA C BBIPA)KEHHOM CMMIITOMAaTUKOMN yKe
Ha IIEPBOM TofTy sKM3HMU. PeIko BO3MOKHA MaHude-
cranus Bo B3pociom Bo3pacte. CHavyasma BO3HMKA-
I0T 3KCTpanupaMuAHble MOTOpPHBbIE HapyIlleHus,
JIVUCTOHMEN HOT, peske — ICUXuJyeckye HapylieHus.
B nanpHeliem MposIBAsSeTCS HAPYIIEHUSIM OBVIKeE -
HUI (IVCTOHUM, XOPeoaTeTo3, TPEMOP) C PUTUIHO-
CTBIO 3aTbUIOYHOVM MYCKY/IaTypbl, rureppediex-
cueit ¥ HapylleHUSIMU TICUXUKU (MHTeIeKTyalb-
Hble HapylleHus1), MosiBieHne AMU3apTpun U OUC-
daruu, aTpodun 3puUTENTBHOTO HEpBa. Y B3POC/IbIX
Mpeob1aaeT CMHAPOM MapKUMHCOHM3MA «IUTIOC» C
IJeMeHIMeit, runeppediekcrein 1 MPOMUHEHTHOI
JUCTOHUEN.

3aboneBaHue IMOMMMOPGHO, YTO 3aTPYIHSIET
MOCTaHOBKY auarHosa. [lo MPT romoBHOro mos-
ra omnpefesieTcsl HaKJIOIJIeHMe Kejie3a B 061acTu
6megHOro mapa ¢ (GopMMUpPOBAHMEM TUIIOMHTEH-
CMBHOJ 30HbI C TUTIEPUHTEHCUBHBIM OUaroM B IleH-
Tpe «IJIa3 TUTpa», BpeMsi IOSIBJIeHMSI KOTOPOTO JMC-
KyTabebHO.

Bonesnns/cuHapom ®Papa (cemeliHbIl CTpUATO-
MaJNTUI0-IeHTATHBIN KaJbIIMHO3) — peikoe UAMO-
raTuveckoe 3ab0jeBaHNe C CUMMETPUYHONM Kajlb-
undukaimein B o6sactu 6asaJbHbIX TaHIJIUEB U
3yOUaThIX SIAEP MO3KeuKa (I0BEHWIbHAS U CEHUITb-
Hast popmbl) (puc. 6.) [17].

CylecTByeT MHEHME O TeHeTMYeCKUX MexXaHmn3-
Max HapylieHuss obMeHa KajabLusl IIpU 6GOe3Hu
dapa, accoMMUpPyeMbIX C OMpeeeHHbBIM JT0OKYCOM
Xpomocombl 14q. OgHaKO B3aMMOCBSI3b TUIIOTUPE-
03a ¢ JIoOKycoM 11-71 XpOMOCOMBI, TICEBIOTUIIOTIAapa-
tupeosa — 20-1, a cuagpoma JlayHa — 21-i1 UCKITIO-
YyaeT BO3MOXXHOCTb TOTO, UTO 3@ HAKOTJIEHe Kaslb-
LM U APYTUX MUHEPAJIOB B TOJIOBHOM MO3Te OTBe-
YaeT BCero ofguH rex [17].

Knuanyeckn 6ome3nb @apa XapaKTepusyeT-
Cs1 TapKMHCOHM3MOM, TUIIepKMHEe3aMM, Takue, KaK
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Xopest, TeMuba/InM3M, aTeTo3, pas3/MUHble TUKMU,
SMUCUHAPOM, WIN CYOOPOXKHBIX MPUMNAIKOB, KOT-
HUTUBHBIE HAPYIIEHNS], MO3)KEUKOBbIE CUMIITOMBI,
MHOTIIa COMYTCTBYIOT MbIIIEYHbIE CITA3MBbI.

[viarHO3 TIOATBEpKOAeTCs HeMpoBU3yaamsa-
LIMOHHBIMM MEeTOAMKAaMU IOCIe MUCKIIUeHUs] Ha-
pylieHuii o6MeHa KaJbLIys ¥ TTOPOKOB Pa3BUTUSI.
[Tpu mpoBeneHMM peHTreHorpadmu vepera, KOM-
MbIOTEPHOJ TOMOrpaduy y TalyMeHToOB C 6Goses-
Hb10 dapa B TOJIOBHOM MO3Te HaGIIOIAI0TCS MHO-
>)KeCTBEHHbIe MaCCMBHbIE CUMMETPUUYHBIE OYaru
00bI3BECTBJIEHMS] TIOAKOPKOBbIX TaHIMIMEB (Yallle
6/1eIHOTO 1Iapa) M KojieHa BHYTPEHHEN KarlCyJIbl
(peHTreHonornueckuii cuaapom dapa) (puc. 6.) [3,
11, 17].

bosnesHp XaHTMHITOHA (CMHIPOM WIM XO-
pest XauTuHrroHa uian ['entuHrrona) (XI') — reHe-
TUYecKoe 3a60ieBaHMe HEPBHOI CUCTEMBI, XapaK-
Tepusyoleecs MOCTEIEHHBIM HAYajI0M OOBIYHO B
Bo3pacte 30-50 JyileT ¥ coueTaHMEM IPOTPECCUPY-
IOIIETO XOPeUYeCKoro rurnepkuMHesa U ICUxXude-
CKMUX paccTpoiicTB. OnyMcaHue KIMHUYECKUX MpPO-
SIBJIEHMI1 6OJIe3HM M YKa3aHMe Ha ee HACIeNCTBEH-
HBIi XapaKTep comepskaTcs B paboTe HOPBEKCKO-
ro Bpaua Moxana Kpucruana Jlyapa (Lund). Vio-
MMHAHMS O «<XPOHMYUECKOTT Xopee», «00NbIIoi Gop-
Me IUISICKM cB.ButTa» (chorea St. Viti, danse de st.
Guy, Veitstanz) otHocsTcst K XIV cTo/eTuio u mnep-
BOHAYaJIbHO CIYKUJIIO JIJIST 0003HAUEHUS TICUXUYe-
CKOJ 3MuaeMuy, MpOTeKaBIleil C ABUTATETbHBIM
BO30YKAEHMEM U TUISICKOI B IOro-3amagHoi Tep-
MaHuM. bonpHbBIE, MO0 CJIOBAM MpefaHusl, HaXOIU-
JIM UCILIeJIeHMe TI0C/Ie TIOCEeeHMs YaCOBHMU, TTOCBSI-

Puc. 6. [TaunenTtka A. 1969r.p. CKT ronoBHOro mo3sra:
KamblyduKranys 6a3aabHbIX TAaHIIMEB (YKA3aHO CTPes-
Kamu).

20

[eHHOM cBsaToMy BuTTy. B mepBoit nonosune XIX
B. (15 deBpanga 1872 r.) B mTate Oraiio Ha cobpa-
HMY MECTHOTO MEeIUIIMHCKOTO OOIIecTBa MOJIOHOI
aMepUKaHCKMiT TeparneBT [>KOpaK XaHTUHITOH
caesat JOKJIaM O «XPOHUYECKOIi Xopee», «60IIbILOoii
dbopme mISICKM CBATOTO Butra». PasHble mokose-
HMSI CEMbM C 3a60/IeBaHMeM HaOII0OAINCh OeIOM U
oT1IOM [eHTMHITOHA Ha MPOTssKeHuu 75 jer. [Tocie
[eHTMHITOHA HaC/IeICTBEHHYIO ITPOTPeCCUPYIONTYI0
XOpero OIMMChIBAJIM B pasHbIX cTpaHax. B 1885r. Ile-
pertu (Peretti) u B 1887r. I'ybep (Huber) mpepjio-
SKUJIM Ha3BaTh 3abojieBaHue «xopeeit [eHTUHITO-
Ha». IOBenunbHas popma XI' 6bl1a BIiepBbIe OIMM-
caHa HeMeIlKMM HeBposiorom Morannom l'oddpma-
HOM B 1888 r. Ha npuMepe TPEX MOKOIEHMIT OTHOM
ceMbM, B KOTOPOJ IBe AEBOUKM 3a60J1€/IM B BO3pac-
Te 4 u 10 eT, npuuyEM KapTuHa 3ab601eBaHMs IIPO-
SIBJISIACh PUTUAHOCTBIO, TUTIOKMHE3Mel U CyIopo-
ramu. B nureparype Gurypmpyer smoHMMMUYECKOe
HasBaHMe «dopma Becrdassa»; 4TO CBSI3aHO C OT-
CYTCTBMEM OTINUMS (UHAIBHON CTamuM OCTPOIi
MO33KeUKOBOJi aTakcuy Becrdans — JleiigeHa ot XT.
Borpoc 0 KMMH1YeCKOM eIMHCTBE OCTPOI MO3XKeu-
KOBOJ1 aTakCuMM ¥ I0BeHUJIbHOI ¢opmbl XI' ocra-
étcst criopHeiM. B 1910 romy mpeacraBui B KOPOT-
KOM COOOIIEHMM TIOJTHOE OMMCaHMe KIMHUKMU, Te-
yeHus1 3a60ieBaHMS ¥ TIPUBE YOeIuUTeIbHbIE T0-
KasaTe/lbCTBA €e HaCAeICTBEHHON Mpupoabl. Pa-
6ora 6buTa OMyGIMKOBAHA B GuIagenbpuiicKoM
skypHane «Medical and Surgical Reporter» (George
Huntington, 1872). HoBoii 60/1e3HBIO 3aMHTEPECO-
BaJIOCh MEIUIIMHCKOE COOBIIEeCTBO, KOTOPOe IPU-
CBOWJIO et MMSI TTIepBOOTKPbIBATEIS.
I'MnepkuHeTHveckass Gopma MaHUGECTUPYET B
3peioM Bo3pacTte, 06bIYHO B 30-70 JIeT, MHOTO 3Ke-
CTUKYIUPYEeT, HeYCUIUUB, MOCTEIeHHO CHUKAIOT-
CS1 KOTHUTUBHbBIE CITIOCOOGHOCTM, (PeHOMEH IapaKu-
He3UM — MOIMUMUKAIMM HETPOU3BOIBHBIX JIBVKE-
HMIT caMMM MallMeHTOM B MPOM3BOJIbHbBIE 1le/ieHa-
npaBjeHHbie. M3-3a CyllecTBeHHbIX 3HepreTuye-
CKMX 3aTpaT Ha HAaCWJIbCTBEHHbBIE IBVKEHUST 6OJTb-
Hble MOTYT 3HaUUTEIbHO TEPSITh B Macce Teja, Mbl-
IIeYHbI TOHYC Yalile HOpMaJieH, peske OTMeuaeTcs
TUTIOTOHMSI MBIIII UM TTOMKUIOTOHUS («TTOABVK-
HBIVi CIIa3M»), MMacCUBHbIe BMKEHMSI BbI3bIBAIOT
IUTe/IbHbIe MBbIIIIeYHbIe COKpalleHusl, KOTOpbie
60/IbHOI He B cocTOsTHUM Tipeomoneth [18]. Cria-
60CTb MBIIII] BCTPEUAETCS PEIKO, MHOTIA COMTPOBO-
KOasicb aTpodueit, pacCTpOCTB YyBCTBUTEIBHO-
¢t U pedIeKcoB He Hab/opaeTcs (PeIKo — MOBbI-
IIeHMe CYXOKWIbHBIX pedIeKCoB), BO3HUKAIOT XO0-
peuveckue, MMOKJIOHMUYECKME U TUKO3HbIE TUIIeP-
KMHEe3bl, PaCCTPOCTBA COMPYKECTBEHHBIX JIBUKE-
HMit 171a3 (HEBO3MOKHOCTD CIeXXeHMs 32 MeJJIeHHO
repeaBUraoIMMCs TTpeaMeTOM — CakKKaAuueckue
IBUXeHUs 11a3). BeipaskeHHbIe BereTaTMBHbIE pac-
CTPOJICTBA B BUE aKpOIMaHO3a, TPOGMUECKUX Ha-
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pyliieHui, M3MeHeHMs alllleTuTa, MOSBAeHUS KaxX-
Ibl u 6yaumun. ITo ganasiM MPT roloBHOTO MO3-
ra IMarHOCTUPYeTCsT aTpodust BemecTBa TOIOBHO-
ro mosra (puc. 7.) [19].

B HexkoTopeIix ciryvasx mpu XI' BO3HMKAIOT CBOe-
0o6pasHbIe MapOKCU3MaJIbHbIE COCTOSHMS, 0COOEH-
HO 4aCTO BCTpevarlnynecs y MOIObIX jtofeii. OHu
pasHoo6Gpa3HbI 110 CBOEMY XapaKTepy: FOJIOBOKPY-
SKeHUSI, CYIOpPOKHbIe TOHMKO-KJIOHMYECKUe Ipu-
MajaKu, BHe3alMHO BO3HMKAIOIME MPUCTYIIbI «IT0f-
BIDKHOTO CIta3Ma». ITU TMPUCTYIIBI MOTYT BCTpe-
yaThCcsl 6e3 SBHBIX MPU3HAKOB 00JE€3HU ¥ TOrOa
¢Bs13aThb UX € XI' MOKHO TOJIBKO IIPU COOTBETCTBYIO-
niem ceMeitHOM aHamHese [19].

ARVHeTUKO-puUruaHass ¢Gopma XapaKTepusy-
eTCsl MOCTeNeHHbIM Pa3BUTHEM, SKCTpanupamMmui-
HOW PUTUMIOHOCTBIO, MOCTYPAIbHON HEYCTONYUBO-
CTbIO; KOHTPAKTypamMu (B TOM 4Yuc/ie 38 CYET AUC-
TOHMIA), KaxeKcuel, TSKEIbIMM BereTaTUBHO-
TPOGUUECKUMHU PACCTPOICTBAMM, KIIOHYCaMM, T1a-
TOJMIOTMYECKUMM pedieKcaMy U Perpeccom rurep-
KMHE30B.

IOBennnbHasg ¢opma Bectdans (mepBUUHBINA
aKMHEeTUKO-PUTUIHBIA BapuaHT XI') HabmwomaeTcs
B 5-10% ciyuaeB; manudectupyet ao 20-meTHEro
BO3pacTa, T.e., 3HaUMTEbHO paHbllle, UeM B 001I1eli
MTOMY/ISIIIMM HaIeHTOB ¢ XI'; MpeobagaeT MbIIIey-
Hasi pUTMIHOCTb, KOHTPAKTYPhl; M3MeHeHMe TT0Be-
IleHUs ; HapyllleH/e YMCTBEHHOTO pa3BUTHS; Xope-
Mueckue TUMEPKUHE3bl He3HAUUTe/NbHbI, Hepen-
KO OTPaHMUMBASICh TIEePUOPAIBHOV MYCKYJIaTypOIA,
SI3bIKOM ¥ AVCTATbHBIMMU OTAEIaMU PYK, UJTA 3Ke BO-
006111e MOTYT OTCYTCTBOBATh; Ha HAYAIbHbIX CTaIV-
SIX — HETIPOM3BOJIbHbBIE IBVKEHMSI, T PUMACHI, SKeCTH-
KYJISIIMS, CUHIIPOM TUTIepPaKTUBHOCTHU; pa3anyHbie
IUCTOHMM; OKMBJIEHUE CYXOXMJIbHBIX PedIieKCcoB,
6e3 Mmape30B; MO3KEUKOBbIE CMMIITOMbI; HapyIe-
HMe IJIa30[BUTATeNbHOV (YHKIMM (OrpaHuYeHMe
MTOMIBVKHOCTY TJIA3HBIX SIOOK M OKYJIOMOTOpPHAsI
arrpakcus: py 6bICTPOM ITepeBoe B30pa OT OJHO-
ro npegmMeTa K IpyroMy BO3HMKaeT OITyCKaHMe BeK
C GBICTPBIMM TTOAEPTUBAIIIUMU IBUKEHUSIMU TO-
JIOBOJ ¥ OCTaHOBKO B30pa); CyLOPOTU BCTPEYAIOT-
cs1 B 25-50% ciryuaeB y meTeit, Y B3pOCIbIX HET; Ha-
yMHaeTcs ¢ abCaHCOB, Yallle aTUIINYHBIX, peXXe — C
MUOKJIOHMYECKUX CYIOpOT, fAanee IPpUCOeqUHSIOT-
Cs1 BTOPMYHO-TeHepaan30BaHHbIe TPUTIAAKN; PeUb
3aTpyJHeHa, COMTPOBOXKIAETCSI MAacCoil COMYTCTBY-
IONMX HEHYKHBbIX JBUKeHUI (IIMbIraHbe HOCOM,
MIPUUMOKMBaHME TybaMy, IOKaHbE SI3BIKOM, T'PU-
Machl, B340X1); B GMHANbHO cTaguy — aucdarus,
Kak MpUyMHa acrupaium M CMepTu; CpeiHsIs ITpo-
IOJIKUTEIBHOCTDb O0JIe3HN y leTeit — 8 jieT (Y B3poc-
seix — 20); y meTeit coxpaHsieTcsl MHPaHTUINU3M,
dbopma Hac/IeayeTCs 0 OTIIOBCKO, HESKEIN 10 Ma-
TEPUHCKOM JIMHUM; AMArHOCTMYECKoe 3HaueHue
uMeeT (papMaKosIoruveckas Harpyska JeBOAOIIOI.

Puc. 7. Mauuent K., 1957 r.p. MPT rosoBHOTO MO3-
ra: aTpodust KOpbl GOMBIINX TOTYIIAPUI, BEHTPUKYIIO-
Merajus.

«[Icuxmuueckas» (IpogpoMayibHas) ¢opMa Co-
MIPOBOXKIAETCS PAa3HOOOpPAa3HBIMM IICMXOITATONO-
TMUYECKMMY TPOSIBIEHUSIMY, HApPYIIEHUSIMU MO-
TOPUKM MUHMMAaJbHblEe WMJIM OTCYTCTBYKOT B Te-
yeHMe psga JeT, IJIUTeNIbHOCTbI0 mo 10 met, OT-
MeuaeTcsl CyeTJIMBOCTb, IIOBBIIIEHHAS BO36YIu-
MOCTb, IBUTATeJIbHOE OeCITOKOVCTBO, aHTeIOHMS,
OTUYKIEeHMe, acoLMalbHOe IMOBedeHNe, amaTus,
06ceccCMBHO-KOMITY/IbCMBHBIE PACCTPONCTBA, me-
peccusi, TapaHOUAHO-TAUTIOIMHATOPHbIE TICUXO-
3Bl C OUEHb SIPKUMU 3PUTETbHBIMU, TAKTUIbHBIMU,
PE3KMMM CIIYXOBBIMM TaJUTIOUMHALIUSIMM, OGpemoM
Benuuws [18, 19].

HejipoakanTouuTo3s (cuHApoMm JIuBaliHa-
Kputuian) — HacieacTBeHHOe 3a6oseBanue (9921,
reH CHAC, ayTOCOMHO-IOMMHAaHTHOE Hacaeno-
BaHMe; ayTOCOMHO-pPeLeCCMBHOE HaclaefoBaHMe),
MPOSIBJISIETCSI TIOC/E TOJMIOBOTO CO3peBaHus (Kak
MMPaBUJI0, HA BTOPOM AEeCSITUIETUY KU3HU WU TI03-
ke) [2, 20]. bone3Hp xapakTepusyeTcsl IpoOrpeccu-
PYIOIIMMM  XOpPeMDOPMHBIMM TUIIEPKUHE3AMU C
YacTol JIoKaIn3anyen B nepuopaabHON U Opyrou
MUMMUYECKON MYCKyJIaType, CTepEeOTUITHBIMU TPU-
MacaMy; HEKOOPOMHUPOBAHHBIMU [IBVMOKEHUSIMU
SI3BIKOM ¥ Ty6aMy; BOKaIM3alusIMu (COTIeHue, To-
XpIOKMBaHMe, MKOTA U T.I1.); IPUKYCbIBAHMEM SI3bI-
Ka M HAOKyCbIBAaHMEM CJIM3UCTOM OBOJIOUKM pTa;
Iu3apTpueit; HeyKJIOHHONM reHepanm3salnmein xope-
MYEeCKOro rumepkuHesa. [laiMeHTB MOTYT Camo-
MMPOU3BOJBbHO KOHTPOJINPOBATh BBIPAKEHHOCTD TU-
MepKUHEe30B, 0COOEHHO Ha paHHei cTaauu 6ojes-
HU. Takke MMeeT MeCTO JUCTOHUS (0COGEHHO Opo-
MaHAMOYISIPHO), TUKY, TAPKUMHCOHMU3M, aTaKCHS,

91



YHuBepcuteTckaa KnuHuka | 2018, N2 1 (26)

HabomaeTcss aMuoTpodus ¢ mepudepudecKuMm
rnape3aMiu B KOHEUHOCTSIX, yTHETEHMEM MUJIU OTCYT-
CTBMEM pedUIeKCOB ¥ Pa3BUTHEM TeHepaIN30BaH-
HbIX cymopor y 40% 60/bHBIX. Y HEKOTOPBIX MMally-
€HTOB CTpajlaeT SMOLMOHAIbHO-TUYHOCTHAS Che-
pa B Bue adhdeKTUBHBIX PACCTPOIICTB, ayToarpec-
CUMU, IeMeHIMN. B KpoBU TTOSBIISIIOTCS aKaHTOIUThI
M XapaKTepuU3yIOTCS M3MEHUYMBOI (HOPMOi C M-
TTOBUIHBIMYU BBIPOCTAMMU OBOJIOUKU SPUTPOIUTOB.
[Ipy MarHUTHO-PE30HAHCHOM ToMorpadmm ro-
JIOBHOTO MO3Ta HabjiomaeTcst aTpodus XBOCTAThIX
sifiep C TIOBbIIIEHeM CUTHajIa OT XBOCTATbIX U ye-
yeBUIle00pasHbIX smep. Ha KOMITbIOTEPHOI TOMO-
rpaduu rOJIOBHOTO MO3Ta OIMpPEeAeSIOTCS Hecrell-
ubudueckas iepebpanbHas aTpodusi U BbIpakeH-
HOe CHIKeHMe aKTMBHOCTM OO(GaMMUHOBBIX D2-
peuerntopoB mpyu O®IKT. [IpM3HaKM aKCOHATbHOM
MMOJIMHEponaTui Py 3J1eKTpoHelipoMuorpaduu ¢
MOBbIIIIEHMEM YPOBHS ChIBOPOTOUHOI KpeaTUHUH-
dochokmHassl. IIpogOIKUTEILHOCTb KU3HU TIPU
HelpoaKaHTOLIMTO3e COCTaBJSIET B cpedHeM 14 neT
OT MOMEHTA TOSIBJIEHMSI TIePBbIX CUMIITOMOB [20].

Bonesup Buiabcona (bone3sHp BuibcoHa-
KoHoBasnoBa, remnarouepebpanabHast JUCTpodus, re-
TTaTOJMIEHTUKYIISIpHAsT ereHepanusi, 60me3Hb Bect-
dansg-Buibcona-KoHoBasoBa) — BpOsKIAEHHOE Hapy-
neHne mMeTabon3aMa Meny, IPUBOISIIEE K TSDKe-
JIeJIIMM HacIeACTBEHHBIM 60JIe3HSIM LeHTPaTbHOI
HEPBHOI CUCTEMBI M BHYTPEHHUX OPraHoB [21].

Knnanvyecko-HeBpoIOrMyecke  0COOGEHHOCTH
o opmam:

1. AbgomuHanbHast ¢dopMa Kepapa: TsoKénoe
TTopaskeHue MeveHn; 60JIeI0T AETU ; TPOIO/KUATENTb-

94
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HOCTb OT HEeCKOJbKUX MecslieB 10 3-5 jieT; 3akaH-
YMBAETCS JIETATbHO JI0 MOSBAEHUSI CUMIITOMOB CO
CTOPOHBI HEPBHOJ CUCTEMBI.

2. PUrnaHo-apuTMOTUIIEpKMHETUYECKasI, WU
paHHsS QopMa: OGBICTpOE TeueHlue; HAaUMHAEeTCS B
JIeTCKOM BO3pacTa; MpeobaafgaloT MbIIIeYHAs] py-
TMIHOCTD, TPUBOJSIINAS K KOHTPAKTypaM; 6eJHOCTb
M 3aMeJJIeHHOCTh JBWXXEHWUI1; XopeoaTeTouIaHbIe
WJIX TOPCUOHHbBIE TUTIEPKUHE3bI; AU3aPTPUS U AUC-
(arus; cymopokHbII cMeX U 1iay; apdeKTUBHbIE
pacCTpoiiCcTBa; yMepeHHOe CHIKeHMe MHTEJIeKTa;
MPOAOIKUTETbHOCTD 2-3 rofia; 3aKaHUMBAETCS Jie-
TaJIbHO.

3. IpokaTeabHO-pUTUAHAS (Gopma: BCTpeuaeT-
Cs1 yallle; HauMHaAeTCs B IOHOIIIECKOM BO3pacTe; Te-
YyeHMe MeJieHHOe, C PeMUCCUSIMU U BHE3aIlHbIMU
VXYAIIEHUSIMY; COMPOBOXKIAETCSI cy6dhebpmIbHOi
TeMIlepaTypoii; XapaKTepu3yeTcs OAHOBpeMeH-
HBIM PasBUTUEM TSDKENOM PUTUIHOCTM U IPOXKa-
HUS; ApoXkaHue pUTMHUYHOe (2-8 mposkaHuii B ce-
KYH[y), pe3KO yCUJIMBAETCsl TIpU CTaTUUYeCKOM Ha-
MPSDKEHMM MBI, IBVKEHUSIX Y BOJTHEHUM, MCUe-
3aeT B IIOKOE U BO CHE; aTeTOUIHbIE U XOPeohOpM-
Hble TUIIePKUHHE3bI; Avcdarus 1 Qu3apTpus; mpo-
IOJKUTENIbHOCTD XMU3HU OKOJIO IIeCTH JieT.

4. [IpokatenbHast GopMa: HAUYMHAETCS B BO3-
pacte 20-30 jeT; OpokaHKue pe3Ko IpeobsajaerT;
PUTMIHOCTD MOSIBJISIETCS B KOHIIE 60/Ie3HM; HabII0-
JlaeTcsl TUTIOTOHMSI MBIIII; aMUMMSI; MefJjieHHas
MOHOTOHHAS pPeyb; TSKENble U3MeHeHMs TICUXUKMA,
yacThl ad@eKTUBHbIE BCIIBIIIKNA; SITMIEOTUPOPM-
Hble TIpUMOAAKKU; TeueHue MmepyieHHO (10-15 et u
60JIblIIe).
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Puc. 8. MPT ronoBHoro mosra B pexkume T1- 1 T2-B3BellleHHbIX M300paskeHMsIX: ouaru B 6a3ajbHbIX TaHIINIX YKa-

3aHbI CTPEJIKaMU.
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5. OKkcTpanupaMugHO-KOpKOBas hopMa: BCTpe-
YyaeTcsl pexxke; TUMIMUHbIE HAPYIIeHUST OCTIOXKHSIIOT-
csl amnmoruIeKTu(hOpPMHO, Pa3BMBAIOTCS I€HTPAsIb-
Hble TIape3bl; MUIeNTUGOPMHbIE TTPUTIAIKN; TSI-
kénmoe cmaboymue (0GHAPYKMBAIOTCST OOMIMPHBIE
pasMsruyeHust B Kope G60IbIIMX MOMyIIapuit); mpo-
IODKUTENIBHOCTD 6-8 JieT; 3aKaHUYMBAETCS JIeTalb-
HO. OCHOBHBIMYM METOJaMM IMAarHOCTUKY SIBISETCS
orpefiesieHNe COlepP>KaHMs Medy B KPOBU U MOUH,
KOHIIeHTpaluu 1epy/aoIiasMimuHa, Haiuuue KoJelr
Kariizepa-®neiimepa, usameHenusmu mnpu Y3U op-
raHoB OPIOIIHO TonocT ¥ MPT rojoBHOro Mo3-
ra [21]. [Ipu guarHoctuke BBK oTrmeuaercs cHu-
>)KeHMe I1epy/loIia3MuHa ChIBOPOTKU MeHee 0,2
r/n (Hmwke 20 mr Ha 100 mn) U comepkaHus MeOu B
CcbIBOpOTKe KpoBu HIKe 80 MKr Ha 100 mJ1, MOBBI-
IIeHue CyTOYHO SKCKpeIuy Meay C MOUYOi 60yb-
mre 100 MKT B CYTKM U TI€UE€HOYHBIX ITPO6 (06IImii
O6wupy6uH 1 ero dpakiymu, aJaHMHAMUHOTPAHC-
depasa, acnapraramuHOTpaHcdepasa, ILIeIOUHAS
docdarasa, rammarTyTamuiaTpaHcdepasa), I0-
BbIllleHVe KOHIIeHTpaluu Meayu B TKaHU TeueHU
> 250 MKr/r cyxoif Macchl mpu HopMe 25 MKT/T. Te-
HeTHYecKast MarHoCTUKa y CMOCOB, TTO3BOJISAIONIAST
BBISIBUTDH HajMuKe y TaleHTa reHeTu4ecKux My-
Tanuii. D-neHuUMIIaMMHOBBIN TECT — TeCT, KOoraa

MOBBINIAETCS CYTOYHAS SKCKPeLNsI Meay 10 YPOBHS
6onee 1500 mkr. O6HapyskeHue Konbiia Kaiizepa-
®nesiliiepa Ha pOTOBUIlE MAlMEeHTOB. MarHUTHO-
pe3oHaHCHasE ToMorpadus TOJIOBHOTO MO3ra II0-
3BOJISIET BU3YJIM3UPOBATh TUIOMHTEHCUBHBIE
ouarn B T1 pexxume U ruriepuMHTeHCUBHBbIe B T2-
B3BEIIEHHOM M300pakeHun odvaru (HaKOILIEHMe
Meny) B 6a3aJibHBIX TAHIVIMSIX U JIEHTUKY/ISIPHOM
sanpe (puc. 8.) [22].

BblBOAbI

HecmoTpst Ha pasBUTHE BHICOKOTOUHBIX TEXHO-
JIOTUIT B MeOUIMHe, KIMHUYECKUII OCMOTp Hallu-
eHTa ocTraercs KiawueBbIM. [nuddepeHnanbHas
JIMarHOCTMKA CMHIpOMa MapKMHCOHM3Ma — 3ajaua
KpaitHe CJIOKHasl, TpeOyolast THIaTeIbHOTO aHAJI -
3a yka/106, aHaMHes3a 3a601eBaHMs ¥ KU3HU. AHaM-
He3, MMOATBEPKIEHHbI pe3ylbTaTaMy IUarHOCTU-
YeCKUX TeCTOB, MAaHHbIMM HEepOBU3yalIN3aluu,
TTO3BOJIAT BBISIBUTH pefikue GopMbl MapKMHCOHM3-
Ma, a MHOTJA M OTKa3aThCS OT AMarHo3a. 3HaHue
criopaanueckux GopM MapKMHCOHM3MA U YMeHMe
MX IMarHOCTUPOBATD SIBJISIETCS HEO6XOIMMBIM Tpe-
60oBaHMEM K MPodeCcCHOHATbHOMY YPOBHIO TOITO-
TOBKM HEBPOJIOTOB.

I0.U. Kouenko, E.A. CmamuHoea

JoHeykuii HayuoHanbHbLli MeduyuHckuli yHusepcumem um. M. Topvkozo, [JoHeyx

CITOPAITUYECKUI MTAPKUHCOHU3M: IUPPEPEHIIVAJIBHBIN ITOAXO0]T,

IIBuraTenbHble HapylmieHusl, 06yCIOBIEHHbIE TTOpa-
skeHyeM 6a3abHbIX SIIep U CBSI3aHHBIX C HUMU CTPYKTYP
OTHOCSITCS K 3KCTpanMpaMMUIHBIM paccTpoiictBaM. I1o
PacrpoCTpPaHEHHOCTH Pa3/IMUHbBIX (OpM MapKUHCOHM3-
Ma Tpeo6iamaeT 601e3Hb ITapKMHCOHA TI0 CPAaBHEHMIO C
Opyrumu BapuaHTaMu. HecMOTpsl Ha MEHbIIMIA TPOLIEHT
pacnopoCcTpaHEeHHOCTU TIPOSIBJIEHUI MapKUHCOHU3MA,
BO3HMKAET HEO6XOOMMOCTh AudbdepeHIMaabHOi Auar-

HOCTUKM MeXIYy HMMMU C 1[eJiblI0 TTIOCTAaHOBKM JIOCTOBEp-
HOTO JMarHo3a. 3HaHue criopaguyeckux Gopm MmapKuH-
COHM3MA ¥ YMEHMe UX JUAarHOCTUPOBATD SIBJISIETCS He06-
XOOMMbBIM Tpe6oBaHMEM K TPOGheCCHOHATbHOMY YPOBHIO
MOATOTOBKM HEBPOJIOTOB.

Kniwoueevle cnoea: cnopagnyeckuii mapKUHCOHU3M,
9KCTpanupamMuHble HapyumeHus, nuddepeHIaabHast
JIMarHOCTHKA.

Yu.I. Kotsenko, E.A. Statinova

M. Gorky Donetsk National Medical University, Donetsk

SPORADIC PARKINSONISM: DIFFERENTIAL APPROACH

Motor impairments due to basal ganglia damage and
related with them structures belong to extrapyramidal
disorders. According to the prevalence of various forms
of parkinsonism, Parkinson’s disease prevails in com-
pared to other options. Despite the smaller percentage of
the prevalence of parkinsonism manifestations, there is a
need for differential diagnosis between them in order to

set a definite diagnosis. Knowledge of the sporadic forms
of parkinsonism and the ability to diagnose them is a
necessary requirement to the professional level of train-
ing of neurologists.

Key words: sporadic parkinsonism, extrapyramidal
disorders, differential diagnosis.
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