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This paper reviews detailed historical aspects of description of Huntington’s disease (HD) in Russia. First not well-known publications reporting HD in Russia are
presented. Diverse terminology which was used in the late 19th and early 20th centuries’ Russian medical literature on HD is discussed. The author touches upon
a problem of using unified Russian terms in the modern scientific publications on HD.

Keywords: Huntington disease, chorea, Russia, history of description, terms.

DOI: 10.18454/ACEN.2017.3.11

JIaCCUYeCKMM OMucaHueM 0ojie3HU [eHTHHT-
toHa (BI') cumraerca scce «On Chorea» (aHTIL
«O xopee»), OmyOJMKOBAaHHOE MOJIOABIM aMe-
pUKaHCKUM BpayoM JIxopmkeMm [eHTMHTTOHOM
(George Huntington, 1850—1916 rr; puc. 1) 13-ro
anpens 1872 r. B dunanensGuUiiCKoM exXeHelebHOM XypHaie
«Medical and Surgical Reporters (aHTI. «MeIUIIMHCKWIA ¥ XH-
pyprudeckuii BecTHUK») [1]. HecMoTpst Ha psin Goniee paHHUX

Pnfé]}. k. Tentunrron B 1868 r. B Bo3pacte 18 Jer (dororpadus
3

Fi&. 1. The portrait of George Huntington in 1868 when he was 18 years
old (from [Z‘i)
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OIMKMCAHMIA 3200/1€BaHKS, IMEHHO onucaHue [EHTMHITOHA ObLIO
MPU3HAHO Hanbolee 3HAYMMBIM BCIEICTBYE CBOEH eMKOCTH U
sicHOCTH. Bosiee Toro, OHO BIEpBbIE MPOIEMOHCTPUPOBAJIO BO3-
MOXHOCTb JIe0I0Ta HACJIeICTBEHHOTO 3a00JIEBAHUS Y B3POCIBIX.

Korna xe poccuiickoe MeAMIIMHCKOE COOOLIECTBO CTajo 00-
CYXIaTb BOIPOCH XOpEW, BKIIIOYAsl ¢¢ HACleICTBEHHBIC Ba-
PUAHTBI, Ha MEYaTHBIX cTpaHuuax? B a1ekTpoHHOM Katanore
Poccwmiickoit rocynapcTBeHHOU OMOIMOTEKM TIPU TIOMCKE IO
CIIOBY «XOpesl» CaMbIM IEPBbIM M3IaHMEM, L€ OHO BCTpeya-
€TCsl B MEMUIIMHCKOM KOHTEKCTE, SIBJISCTCS OMyOJIMKOBaHHAS
B 1826 1. xuura I1.H. EnransueBa «O mpogo/KeHUH YesIoBe-
4yeckod Xu3Hu...». KHa3b INapdenuit Hukonaesuu EHrajbi-
yeB (1769—1829 IT.) Ha MOMEHT HAITMCAHWS 3TOW KHUTU ObLI
oTcTaBHBIM MaiiopoM. HaumHast ¢ 1799 1., oH u3naa HeCKoJb-
KO KHUT, TIOCBSIIIIEHHBIX TIPOOJIEMaM 31I0POBbSl U BOCITUTAHMS.
B uetBepTom m3manum KHUTY «O MPOIOIKEHUHN YeI0BEUeCKOM
KM3HMU...», TIPEICTaBISIIOIIEN CO00M KOMIUIsILUIO nH(DOpMa-
AW «M3 JTy9IIMX OTEYCCTBEHHBIX M MHOCTPAHHBIX ITUCATENCi»,
CpelM pa3IMyHbIX 3a00JeBaHUI HEPBHON CHCTEMBbI, «8 KOMO-
DbiX Modicem Obimb NOAE3HO BAUSAHUE MENeCHO0 YNPANCHEHUD»,
aBTODP YIIOMUHAET «X0per, uru nascky ce. Bumma»; oH Takxe
Ha3bIBae€T 3TO 3a00JICBAHWE «TAHIIEBATHLHBIM TIPUIIATKOMY:
«B dpesnue epemena uzsecmua bvina 604e3Hb, KOMOPYH HeMUbl
Hazvieaiom St. Veits-Tanz: odepicumvie eio noay4aiu CunbHvle
KOHBYAbCUU U OM MO020 KaK 0bl becnpecmanHo nascaiu» [3]. Bme-
CTe ¢ TeM He MPUBOMUTCS KaKUX-IM00 MpPearnoa0XeHUl OTHO-
CUTEJIbHO MPUPOJIBI 3TOTO PACCTPOIICTBA.

Hanee cryctst mouty 40 JIeT B JMaTHOCTUYECKOM PYKOBOICTBE
N.®. KazaHoBa, KOTOpOe TOXEe OCHOBAHO Ha HMH(OpMALIUH,
MOYEPITHYTOI W3 TPYOOB 3apyOEXKHBIX aBTOPOB, BCTPEYAEM



UCTOPWS MEWLIMHBI M HEBPONOTAN

YIOMHUHAHIE 0 Xopee B TiaBe «O IpH3HAKaX, HOCTABISEMBIX
HapyXHbIM BUIOM OOJILHOTO»: «B Xxopee, uau nasacke c6. Bumma,
001bHOIL HA HO2AX, HO Oeaaem becnpepbiGHble epUMACHL UAU O8U-
JCEHUS NO BCeM HANPAGAeHUAM pyKoi uau nassyamu. Heobbikno-
BEHHAS CAMOYBEPEHHOCHb, COCOUHEHHAS ¢ OeCNPEePbIGHLIMU SHED-
2eMUYeCcKUMU 08UNCEHUAMU, O03HAYAem 0Cmpoe Cymacuiecmeue
(manuro)» [4]. JIoBOJbHO KPaTKO M HAIJISAHO OIKMcaHa (eHo-
MEHOJIOTHSI JIBUTATEILHOTO PAcCTPOMCTBA, OJHAKO BHOBb HE
yKa3aHO TPEATOI0XKEH! OTHOCUTEILHO BOSMOXHBIX IPUINH
Pa3BUTHS XOPEU.

Crenyroliee ynmoMuHaHKe O Xopee HaxomuM B «IIpoTokomax
OU3MKO-MEIUIMHCKOrO OOMIECTBA...», U3NAaHHBIX B 1863 I:
«Jfeiicmeumenvhuiit] Ynfen] B.H. benos pacckazan caedyrouyuil
3ameuamendublil cay4ail ... HedagHo 604bHo20 18 aem, xopouieeo
MeNoCA0JNCeHUS, UMeBUIe20 HePBHYI0 8 BbICOKOU CIMeneHU paseu-
myr 060ae3Hb, U36eCMHYI0 N0 UMeHeM 6oabuioll Bummosoii nas-
cku (chorea magna). boaesns sma, no caosam peghepenma, cnepsa
OOHAPYHCUAACH CUABHBIM CIMECHEeHUeM U Coicamuem 2opad, NOMom
npunsiaa opmy nadyueii (epilepsia) u paspewunacs, no-euoOUMoMYy,
ucmepueckuMy npUnaoKamu, m.e. CMexom, HAauem U coepuieH-
HbIM YCNOKOeHUeM, npuuem 00AbHOU caeeka U Ha KOPOMKoe épe-
M 3acHyn» [S]. B aToM oTpbiBKe obOpaliaer Ha cebsi BHUMaHKE
3apoKIaloNIascs TePMUHONOTMYECKasl IyTaHWLAa B oOTeye-
CTBCHHOI JIUTEpaType, KOTOpasi, K CJIOBY, CYLIECTBOBAJIA IJIH-
TeJIbHOE BpeMs 1 B IUTepaType 3apyoexHoii. C McTopu4ecKoii
TOYKM 3pEHUsI, HEOOXOMUMO OTMETHUTh, 4TO ¢ KoHIa XVII B.
IUIICKa CBATOTO BHTTA TepMMHOJIOTMYECKW pa3meimiach Ha
OpraHMYecKylo Mo MPOUCXOXIeHHMI0 Xopeto CumeHrama (oHa
Ke aHTJIMICKast Xopes, Majas Xopes) U, 0 CyTH, (QYHKIINO-
HaJbHYI0 HEMELKYIO Xopelo (oHa e Oosblas xopes). Bro-
CIIEICTBUU TEPMUH <«IUISICKA CBATOTO ButTra» ymorpeGmsics
B 3apyOexKHOI TuTepaType Kak CMHOHMM Xopew CumeHrama.
B mpuBeneHHOI BhIe Boimepxkke n3 «[Ipotokonos ®usnko-
MEIULIMHCKOTO O0LIECTBA...» PACCTPOICTBO UMEHYETCS «00JIb-
nioit ButroBoii misickoit (chorea magna)», cMelBas B cebe
TeM CaMbIM HECKOJIBKO Pa3HBIX TePMUHOB M pacCMaTpuBas I110-
HsTHE «BUTTOBOI TISICKKM» TOXIECTBEHHBIM X0OpEe.

HHTepecHO KpaTKoe yIIOMIHAHIE XOpeH B KOHTEKCTE (DYHKIIM-
OHAJILHOTO PacCTPOIiCTBa M TIPU OMUCAHWK MKOTBI B XapaKTe-
pucTHKe X13HM 1 ObiTa EHMceiickoro okpyra ot 1865 1 «He
ma au 3mMo HaAmypa, Komopas 8 HAUUX e)ceOHe8HbIX MeOUYUHCKUX
HAOAI00eHUSX pacnosaeaemcs U 0COOEHHO Medc JCeHUUH K Uuc-
mepukam, nadyyeii 06oae3Hu, niacke ce. Bumma u m.n. HepeHvim
CMpadanuAM, K KOmOpbiM nooxooum u Kaukyuiecmeo' (hysteria
cum demonomania) u uxomemeo (2opmannas xopes) >» [6]. ABtTop
Kanrr — Muxann @omuny Kprorankud — okoHymt B 1829 1.
MeIULMHCKMI (akyabTeT KasaHckoro yHuBepcutera. Pabotas
BIIOCJICICTBUH BPauoM (B T.4. XMPYPIoM) B OTHATCHHBIX YTOJI-
Kax Bocrounoit Cubupu, oH UMeJT YHUKAIbHYIO BO3MOXHOCTD
HaOJI0IaTh KN3Hb KOPEHHBIX XKUTEJIECH 3TOM MECTHOCTH, Aenast
orpeneeHHBIe 0000IIeHNST W BBIBOABL. BHIHO, YTO TUISCKY
CBATOTrO BuTTa 1 mamgyuyio (3IMIIETICHIO) Hapsioy ¢ MKOTOM aB-
TOpP OTHOCHT K pa3psiny GYHKIMOHANBHBIX HAPYIICHHUI.

[TpuMepHl cX0Xero TOJTKOBAHMS XOPEH BCTPEUAIOTCS U B psiie
IPYIUX UCTOYHUKOB TOTO BpeMeHM — 10 1888 I. B poccuiickoit
JIMTEpaType yIOMUHAHKE O XOpee JIealoch JIMIIb TTPU OTHCa-
HUM IUIACKU CBATOro BuTTa, MMes B By, KaK BUIHO U3 CO-
BPEMEHHOTO aHajIM3a, PyHKIIMOHAIbHbIE HAPYIIEHUS U, B psiie
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Puc. 2. ITepsbie crpanunpl myomukamn A.A. Kopruiosa
Fig. 2. The first pages of A.A. Kornilov's publication

clyyaeB, peBMaTH4ecKylo xopeto. B 1888 . Bcrpeuaercs, mo
HalIMM TaHHBIM, TTepBOE ONMMCAHKE Ha PYCCKOM sI3bIKE 3a00-
JIEBaHUsI, COITIACYIOIIErocs ¢ AarHo3oM bI: oHo ynomuHaeTcs
MoJ Ha3BaHUeM chorea chronica hereditaria (puc. 2). 310 onu-
caHue ObLTO MpeCTaBIeHO CTAPLIMM BpauoM baxpyiimHckoi
0obHUIIBI I. MockBbl, yueHUKOM A.fl. KoxeBHukoBa Ajek-
canapoM AnekcanapoBuuem KoprumoBbiM? (1859—1926 rt.)
B «BecTHMKe Mcuxuatpuu 1 HeBpOMaToJIoTuu» [7].

[Tybmukanust HauwHAaeTcsS ¢ TpPeNCTaBICHMS KIMHUYECKOTO
ciydast maiyeHTK Mapdsl EropoBoit, 60 jiet, KoTopast mocTy-
nuiaa B baxpymmHcKyo 00JpHUITY ¢ XKalo0aM1 Ha «CyIOpPOTH BO
BCEM Tesie». B TeueHue yeThIpex JIeT y Hee 0TMeuasioch IIporpec-
CMPOBaHHUE «TIONEPTUBAHUI, KOTOPHIE PACTIPOCTPAHMINCH Ma-
JIO-TIOMaJIy IO BCEMY Telly». ABTOp OTMETIJI, UTO 32 MOC/IEAHUE
JIBa TOJIa Y TMAlMeHTKK Habromaioch moxynanue. M3 cemeitHo-
IO aHAMHE3a OIUCHIBAETCSI, UTO «CMepMb MAMeEPU CAYHUAACD NO-
cie podos, a omey, ymep 6 60.1em om xonepvl», <memKa 604bHOIL NO
Mmamepu 0bina «<KaK 0e3ymMHas», HO Y Hell He 0bia0 No00OHbIX CYO0-
poe. Y 6oabHoil 6bia 00uH 6pam, Komopbiil nouien 8 coa0amol u 0bia,
Kak eosopunu, «dypa4ok». Jpyeoii bpam ymep nem 5 momy Hazad
om Kaxoii-mo 0one3nu — He Hepehoil. <...> Cmapuias ee cecmpa
¢ 50 nem 3a601ena moii dce camoil 604e3HbI0, KAK OHA, U yMepad
be3demnoii 6 60 nem <...>. llge dpyeue cecmpot ymepau 6 M0A00bIX
nemax». TakuMm 00pa3oM, CyAs 10 OMUCAHUIO, KAK MUHUMYM
y IIBYX WIEHOB CEMbM OBLTM JBUTaTeIbHbIE HAPYIICHUS U e1lle
y IBOMX — Tcuxomartoinoruyeckue. 1o Bceil BUAMMOCTH, 3a-
6oseBaHKe ObLTO yHacaenoBaHo Mapdoit EropoBoii oT cBoeii
Matepu. Hamo oTMeTHTD, UTO B XapaKTepUCTUKE KITMHUYCCKOM
KapTHHbI TOMUMO JBUTaTeNbHbBIX M TICUXOMATOJOTMYECKUX Ha-
PYLICHHIA TOIPOOHO OMICAHBI 1 KOTHUTUBHBIC (B T.4U. M UX ITPO-
rpeccupoBaHue B cnadoymue). OuepynBas UCTOPUIO U3YUEHHUS
60se3H1, KopHUIOB yKa3biBaeT, uTo «nepBbiit Huntington mo-
CTaBUI ee Kak 000CO0NeHHYI0 GOPMY», B CBSI3M C YEM aBTOPHI
«HazpiBatoT ee Huntington’oBckoii Xopeeii». Tem He MeHee Halll
aBTOp TpeIrIoye] Ha3bIBaTh 3a00JI€BaHME XPOHMYCCKON Ha-
CIIeICTBeHHOI Xopeeit. ClieiyeT OTMETUTD, YTO B TEKCTE y0I1-

! KJ'II/IKYLHGCTBOM Ha3bIBaJIM UCTEPHYECKOE 3a00JIeBaHKE (HDeVIMyH.[CCTBCHHO y KEHIIMH), BhIpaxarolieecs B CYIOPOKHBIX MpHUITaaKaX ¢ pE3KUMU KPUKAMU U B3BU3TU-

BaHUAMMU.

2 Uwms A.A. KopHutoBa CBsI3aHO C OfTHUM 13 STIOHUMOB OTedecTBeHHO# Heposioruu: B 1910 . BMecte ¢ HeBposorom M. H. XKykosckum KopHuios omican marosiorude-
CKUIi criubaTesbHblil CTOMHBIN pediiekce, Koraa npu yaape MoJIoTouKa 1o MOJOIIBE MO/ NaiblaMKi Bo3HUKaeT crudanue 11—V nanbues cromsl (pediekc XKykoBckoro—

KopHuiioBa, KOTOpbIit HEPEIKO Ha3bIBalOT MPocTo pediekcom 2KyKOBCKOro).
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KA1 OTCYTCTBYET XapaKTePHOE IS TOTO BPEMEHU CMellleHe
TEPMUHOB, WCTIOB30BABIINXCS TTPU OMMCAHUM ABUTATETBHBIX
pacctpoiictB. Tak, KopHUIOB COBEpIIEHHO YETKO OTAENSET
XPOHUYECKYIO HACNEJCTBEHHYIO XOpelo OT TMKOB BOOOLIE U
oT cuHapoma TypeTTa B YaCTHOCTH, a TaKXXe OT Malod Xopeu
(Cunenrama) u snmnencuu. OH Takxe OTHUMAET BOIPOC Ma-
JIOM M3Y4eHHOCTU (HEHOMEHA «CTAPYECKON XOPEU» U IHILIET,
YTO «HE MOT OTBICKAaTh KaKoi-1MbO CTaThbl WU MOHOTpaduu
00 3TOM XOpee».

B sHuuknonennyeckoM cioBape bpokrayza u Edpona ot
1892 r. B crathe «BuTTOBa IUISICKa» CaMO 3TO MOHATHE YKa-
3bIBAETCS B KAYECTBE CMHOHMMA TEPMUHOB «XOpes» U «Majast
xopes»: «B cospemennoii yce meduyune Bummoeoii nasckoil, uau
xopeeii (chorea minor), Ha3bieaemcs onpedeneHnas, 00804bHO pac-
nPOCMpPaHerHas nogciody HepsHas 60ae3Hs...». T1osICHSIETCS, UTO
9Ta 00JIe3Hb OOJIBIIIE XapaKTepHa I JeTel U OepeMeHHBIX, HO
B MICKJIIOUMTEJIbHBIX CITy4asX MOXET HaOJI0NaThCs U B CTapye-
ckoM Bospacte. [Ipu 3ToM y neTeil 1 OepeMeHHBIX OTMEYaeTCs
BBI3ZIOPOBJICHUE, B TO BPeMsl KakK IMpU «CTapyecKux copMmax»
OIMCHIBACTCS BO3MOXKHEIN CMEPTENbHBIN ncxom. Takke B cTa-
The YIIOMUHAETCS «8U0 X0peuU, 8 KOMopom emecme ¢ Xopeamuye-
ckumu cydopoeamu Habaooaemes npoepeccupyioujee ociadnenue
YMCMBeHHbIX CcnOCOOHOCMell U obujee ucmoujeHue, éedyuiee K
cMepmenbHoMy ucxody», TIOCJE Yero yKa3blBaeTCsl Ha Haclel-
CTBEHHBIN XapaKTep 3TOro 3a0oneBaHus [§].

Cnenytomiee mocie A.A. KopHuiaoBa ymoMUHaHUE 3IMOHU-
Muyeckoro HasBaHusg bI' B pYycCKOSI3bIYHOM JIMTEpaType,
TMO-BUIMMOMY, BCTpedaeTcsl B MEPeBOAHOM «YueOHMKe 4YacT-
HOH TAaTONIOTMM W Tepany BHYTPEHHUX Oone3Hei» Amoibgha
Mtprommens ot 1898 r.: «Ocobyrw ¢popmy npedcmasasem mak
Hasbie[aemas] chorea chronica hereditaria, uau Huntington oéa
xopes. [Ipu amom y MHO204UCACHHbIX YAeHO8 00HOI U MOl Jice ce-
MbU (8 HECKOAbKUX MNOKOAGHUSX) 3aMeuaromcs XopeamuyecKue
08UCEHUs, UMerouUe NOAHOe CXOO0CMBO ¢ 0BUNCCHUIMU NPU 00bIK -
HoeenHol xopee. Ilepsvie s61eHUs pedko 00Hapyycusaromes 00
mpudyamunemue2o 8o3pacma, a 6oabuiell Yacmoto AUUb NO30Hee.
FBonesnw npodonscaemes 0o camoii cmepmu u gedem 6 boabuUHCIBe
cayuaeg Kk ymcmeenHoi mynocmu. bonesns naxodumcs 6 ceéssu ¢
o0wuM Heliponamuteckum menocaodceHuem. B nodobHvix cemovsx
HeoOHoKpamHo Habaodanace makice snunencus. OmoenvHoie cay-
Yau XpoHU4ecKoll Xxopeu 6 boaee HOJNCUAOM B03DpACHEe 6CHIPEHAON-
51, KOHeuHo, makdice U 8 U30AUPOBAHHOIL (hopme, HO 8EPOSIMHO, YMO
MU CAYHAU 8 SMUON0UHECKOM OMHOUEHUU He CO8NA0AIom ¢ 00blK -
HogenHol chorea minor» [9]. 3mech Mbl TaKKe BUANUM JOBOJBHO
YeTKOE OIepUpPOBAHME TEPMUHAMM, CBS3aHHBIMH C XOpeeil.
Tem ynuBuTeNnbHEee BCTPETUTh B OoJsiee MO3MHEH MyOaMKalu
B.M. Bextepena ot 1900 I. paccyxaeH1e, KOTOpOE BHOBb B HEKO-
TOPOM POJI¢ TPUBHOCHUT TEPMIHOIOTMYECKYIO ITyTaHUITY. B rita-
Be «O xopenyeckoii magydeit» knuru «HHeBpomaronornyeckue u
TICUXMATPUYECKIE HAaOMIONCHUS» OH HIIET: «OmHouieHue meic-
0y NAACKOU U 00UWUMU CYOOPONCHBIMU He8PO3AMU, KAK UCHEPUS U
nady4as, 00 HAcCMoAWE20 8peMeHlU Npedcmasaemcs eue 8ecbma
Mmano uzyuennvim. Tlpaeda, yice 0agHo ussecmno, 4mo cyuecmayem
U38eCMHAs C653b Medcdy Ucmepueil U 00bIKHOBEHHOI NAACKOI, KO-
MopyHo 6 nocie0Hee 8peMs Cmaau Hazbleams nasckoii Sydenham'a 6
omauvue om xporuueckoli nascku Huntingtona. <...> Hakoney, u
y podumeneii Auy, CMpadarOWUX Ucmepueil, MOICHO uHo20a omme-
mumo cyuecmgoganue nascku. Cao8om, umerouuecs 6 Hacmosujee
8peMs c8edeHbs N0 IMOMY B0NPOCY 2080pPSM, 0e3YCA06HO, 8 NOAb3Y
NPSMOR0 U HACACOCIBEHHO20 OMHOUIeHUS MHOCUX CAY4ae8 NASACKU
Sydenham’a k ucmepuu. <...> Hanpomue moeo, no omnouenuro
K dpyeoli (hopme NASACKU, U3BECMHOL NOO HA38AHUEM XPOHUUECKOl
nascku Huntington a, nawu céedenvsi 8 yKa3aHHOM OMHOWEHUU elye
secoma ckyouol. Ilo-eudumomy, oonako, 3dech yiice Heav3sa yema-
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HOBUMb CHIPO2020 COOMHOWIEHUS Medcdy MAACKOW U ucmepuei.
<...> Tak, 6 odnom u3 HabaoOeHuUil Mamb 004bHOC0, CMPAOABUIA
nAACKOIL, Oblaa 8 MO Jce 8peMs 8 meueHue MHO2UX Aem NAOYYHOIL.
B dpyzom Habarodenuu nascka cyujecmeosana 6 MamepuHcKoll Au-
HUU, a nady4as — @ omyosckol. Ymo Kacaemcs camux 00abHbIX,
mo uHo20a y Hux Obiau HabawO0aembl npucmynst nadyyeii. Odnako
cayuau hododHoeo poda omauxaromes peokocmoio. <...> Y 60abH0e0
Hoffman’a maxace cywecmeosano cognaderue nady4eil ¢ XpoHu-
yeckoii nasckoi» [10]. I3 npencrapiaeHHOro ¢pparMeHTa BUIHO
cMellieHne TepMUHOB Xopen CuieHrama, UCTepUd W Tamydeit
MexX co0oii. be3ycoBHO, 3TO MPOMCXOOUIO B CUTYy OOBEKTHUB-
HBIX PUYMH BBUIY Pa3MBITOCTH TIPECTaBIeHUiA KaK O (heHo-
MEHOJIOTMM THIIEPKMHE30B, TaK 1 00 1X 3Tonorkuu. OgHaKo B
CBeTe OMMCaHHBIX paHee pabot KopHunosa u Lltprommers 3o
BBI3BIBACT OIpelencHHOe HemoymeHne. Kpome Toro, bexrepes
BBIIE/ISLT TAK HA3bIBAEMYIO «XOPEMUECKYIO ALy dyIo», MK «ILIsI-
CKOBYIO Tajnyuyro» («epilepsia choreica»), puBOIsI B KayecTBe
npuMepa OHOIA Cleyiollee OnucaHue: «...bydyuu 6 yuunuuje,
004bHOIL 6 HAKA3aHUE OblA NOCMAGAEH HA KOACHU, U 8 MO 8peMs Y
He20 00HAPYHCUAUCH NOOEPRUBAHUS 8 PYKAX, KOMOpble NOMOM Pac-
npocmpanuaucs Ha éce myaosuuie. borio amo 6 1888 20dy. Ioo cny-
cms (8 1889 2.), nocae HenpodonxcumensHoeo cHa Ha coanye y 60.1b-
Ho2o Habnodancs snusenmuveckuii npucmyn. Ilo croeam mamepu
001bHO20, Y Heeo Obiearu dNUNeNnMUYecKie NPUCMynbl N0 HOUAM
elye ¢ demcmea, Ho OHU ObIBany Max pedko, Ymo HA HUX He obpa-
Wanu HUMAHUSL; 0a u cam 60abHOU 0 Hux Huueeo He 3Haem. Tlocae
npucmyna 6 1889 e. caedyiowuii Obin uepe3 200, 3amem npUcHynbl
cmanu nogmopamocs wawe <...> Ileped npucmynom navunaromes
nodepeusanusi, KOmMopwle GbiCMpo YCUAUBAIOMCS, U NPUCHYN 00bIK -
HOBEHHO HACHIYNAEN 80 8peMs CUAbHBIX nodepeusanuil. B sude aypo
00MBbHOIL NPU CUNBHBIX NOOEPLUBAHUSX HAYUHAC H)YBCMBOBAMb 0CO-
00e ouywieHue 6 nanbyax Aeeoil PyKu U Ho2u, npu4em, no cA08am
0041bH020, eMy uHo20a ydaemcs npedynpedums u 0axce 0CMaHOBUMb
paszsumue NPUCMYNA U nepemsacUBanuemM KOHeYHOCmU, Uil pac-
muparuem ee. Ecau xce smu cpedcmea e nomozarom, mo ougyuie-
HUs, HA4ABULUECS 8 NAAbYAX, PACNPOCMPAHIIOMCS bliie U 00X00SMm
00 20/108bl, NOCAE €20 HAUUHACMCA YoIce CAMblLi NPUCHYN CYOOpPO-
2010 8 MOIL KOHEYHOCMU, 20€ 8NEPBble HAUANUCH OUYUEHUSL, A 3amem
GonvHoil yorce mepsem cosnanue. Ilocae npucmyna xopeuueckue no-
Oepeusanus Ha HeKomopoe épems ocaabesaiom. <...> Ymo kacaem-
51 NOOePRUBAHUIL, MO OHU C MeveHUeM 8peMeHu cmanu éce 0onee U
Bonee yeunueamncs u 3aHIAU NOCHENEHHO 8ce OOAbULYIO U BOAbULYIO
yacmv meaa; MaK, CHa4ana oHu ObLAU 8 PYKax, 3amem HOSBUNUCH 8
Ho2ax, auue u, HaKoHey, 3axeamuau éce meno. <...> 4Ymo xacaem-
s pedu 60AbHOR0, MO HYHCHO OMMEMUMb, Ym0 OHA N0 8PeMeHAM
npepwisaemcs, u 60avHOU Kak Obl 3auxaemcs. [pepvieanue peuu
N0 8peMeHY c08nadaen ¢ NOOEPUBAHUAMU 6 OpYeUX YaACMAX meAd.
<...> Y boavHoeo cywiecmeyrom nodepeusatiis 60 6cem mesne, Komo-
Pble NoAGASIOMCS 0eCNPEPbIBHO, HENPOU3BOALHO U NOPbIBUCMO; NO-
0epeusanuisi SMu YCUAUBAIOMCS NPU B0AEBbIX OBUNCEHUSX U NPU 8O-
HeHuu 60AbHOR0 U XAPAKMEPUZYIOMCS HeNPABUAbHbIM U Obicmpbim
Xapaxmepom,; npu NCUXUYECKOM 6030Y1coeHuU OHU 00 Moeo ycuau-
8aOMCsl, MO OOALHOU AUUACMCS BOZMONCHOCIU X0OUMb, CUOemb
u cmosmo. Kpome smux nodepeusanuii y 604vH020 Habao0aomes
SNUAENMUHUEcKUe NPUCMYNbL, CONPOBONCOarouiUuecs oduumi cyoo-
poeamu, orawuecs om 5 do 7 muHym; 8 ude aypwl Habaooaemcs
yeunenroe cepduebuenue. <...> Ilocie npumeHerus 2UnHOMUYeCKUx
BHYUeHUll 00AbHOI CHUM CNOKOIIHee, U NOOJepeuBanus 8 meueHue
MHO2UX 4aco8 0080bHO 3HaUUMeAbHO ocrabesarom. <...> B cuay
MecH020 COOMHOUlEeHUs CYOOPOICHBIX NOOEPLUBAHUIL C NPUCHYNAMU
nadyueii Mbl U Hasvieaem 00Ae3HeHHOE COCMOsHUE HAle20 (0NbHOR0
Xopeuyeckoil, uau nasackoeoil, nadyueii (epilepsia choreica). Haw
0oabHOU, makum obpazom, npedcmasisiem Kaxk 0bl 0coOblil 6ud
nadyueii, npuyem COOMHOUeHUe NASACKU 8 8ude CYOOPONCHBIX NO-
Oepeusanuil ¢ NAOYYHLIMU NPUCMYNAMY 8 OAHHOM CAYHGe MOXCem
Obimb 6noaHe ynooooaeHo momy OMHOUEHUIO, KOMOpoe npedcmag-
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AAI0M NOCMOAKHble cydopoeu K npucmyny nady4eii npu nocmosH-
Holl yacmuuHoil nadyueil, onucanrol npog. Koxceenuxosvim» [10].
B npyrom cBoem Tpyne «O01ast IMarHocTuKa 0ojie3Hel HEpBHOIA
CUCTEMBI» B IEBSITOM I1aBe NepBoii yactu bextepes nuiuer: « Ha-
KOHely, pasgumue UHMeHYUOHHbIX cydopoe 5 Ha0AI00an 8 MANCENbIX
cayuasx onucanHoil MHoro epilepsia choreica. boavhbie makoeo poda
He Mo2ym UH020a NPOMsAHYMb PYKU OAsl CX6AMbIBAHUS MO0 UAU
0pyeoeo npedmema be3 mozo, 4moobl 6 pyke He pa3euacs pad Kkao-
HUMeCKUX COKpaueruil, 3ampyOHAIOUUX BbINOAHEHUs O0BUNICEHU],
XOms 8 NOKOUHOM NOAOJICEHUU cyoopoeu Uuau Omcymcmeyiom co-
BepUIeHHO, UAU dice npedcmaeasiomcest caabo avipadcersimu» [11].
Takum o0Opa3oM, onrcaHHas bextepeBbiM epilepsia choreica co-
JIEpKUT B CBOEM Ha3BaHUM OTCHLIKY K XOpee TOJBKO JIUIIb 110
MPUYMHE BHELIHETO, 0 MHEHUIO YYEHOTO, CXO/ICTRA.

3HaKOMACh jajee C MEOMUMHCKMMHU MCTOYHMKAMM Hadya-
ga XX B. mo xopee, B «Tepanuu OepJIMHCKUX YHUBEPCUTET-
CKUX KIMHKMK» Bumbrensma KpoHepa BcTpeyaeM BHOBB YITO-
muHaHnue bI' kak «chorea hereditaria (chron. progressiva)» u
«Hundtington’osckas’® 6oaesnv» [12]. B «Kypce HepBHBIX 60J1€3-
Heit» A.A. Koxesnukona ot 1904 r. BI' ynomuHaeTcs B pasnene
«Chorea adultorum, chorea senilis, chorea hereditaria». «O4ens
pedko npuxooumcs Habarwdams nascky ce. Bumma y awodeii 63poc-
JIBIX U RONCUNBIX, C MAKUMU JCe NPOABACHUSMU U C MAKUM dce OAa-
20NPUSMHbIM UCX000M 8 8bl300posaeHle, KaK U 8 demcKoil hopme
Xopeu, 20pazdo uauje xopes, HAYABUILUCH Y NONCUN020 HeN08eKd,
Yorce He NPOXOOUM U OCHIAeMcs 6 meveHue MHO2UX Aem 00 KOHUA
Jcu3Hu 604bH020. Medacdy amoeo poda cayuasmu ocobblii unmepec
npedcmaensiiom me, Ha KOmopbie 00pamun 0codeHHoe GHUMAHUe
aHeautickuii epay Huntington u komopvle noayuuiu Hazeanue —
chorea hereditaria. Ilpu smom 60ae3nb 6 00HOU U Moii JHce Gopme
nepedaemcs u3 00H020 NOKOAEHUS 8 Opyeoe, HAYUHAACh 8 3DeA0M
uau cmapueckom eo3pacme. B 6oavuiurcmee cayuaes 604e31b 06-
HApPyHCUBaAace 6e3 8CAKuX sudumbix npuun nocie 35—40 sem...»
[13]. Tyt, noMuMoO yKa3aHuUsI Ha HACIEACTBEHHYIO MPUPOAY He-
KOTOPBIX CITy4aeB XOpeu, CHOBA BUIHO, YTO JUISI 0003HAYEHUS
XOPeMYEeCKOro TMIEePKIHE3a KaK TAKOBOTO MCIIOJIb3YEeTCs Tep-
MUH «IIIICKa CBATOTO ButTas.

B «Kypce HepBHBIX Oone3Heii» JI.O. JlapkieBuya ot 1904 . B
CTaThe MPO «XOPEUYECKUE CYIOPOTH» YKA3bIBAETCS, UTO IMO-
CIIeHIE MOTYT Pa3BUBAThCS IIPYU aHATOMUYESCKOM MOpaKEHUU
TKaHU TOJIOBHOTO MO3Ta B Pa3IMYHBIX €T0 OTIENax, U B ClIydae
BI' — 310 mopaxeHnue Kopsl ¢ pazButueM «chorea Huntingtoni»
[14]. Cnycta 10 net, Bo BTopoM BbinycKe «Kypca HepBHBIX 00-
ne3neit» JI.O. JlapkieBuy geaeT MHTEPECHOE MOSICHEHUE OT-
HOCHUTEJIbHO TepMuHonoruu. «B XVIII cmosemuu napsdy c mep-
MmuHom chorea St. Viti 6ce wauje u uaue HauuHaem ynompeoasmocs
HO80€ HaUMeH08aHUe uHmepecyloueil Hac 60ae3nu — chorea minor.
Imum HaumeHoBaHUEM JHceaanu yKA3amb HA CYUECMeosanue
OnuzKoe0 omuowenus mexcoy Bumoeoii nasckoi u mem cmpa-
OaHuem, Komopoe OUASHOCMUPOBAAOCH M020a HeOObIKHOBEHHO
O0XOMHO U HOCUAO Hasganue chorea magna. Bsensd epaueil, 6yo0-
mo chorea minor u chorea magna npedcmagasitom co00oii cxo0Hble
3a00/1€6aHUS HEPBHOU CUCIEMbL, OMAUUAIOUUECS 00HA OM OpYeoll
AUb Ho 006emy cyoopoe, OX6amblearouux meao 60AbHO20, NPO-
0041can cyujecmeosams enaoms 00 gocoMudecamovix 20006 XIX
cmonemusi; 00 3M020 Jice 8peMeHlU ¢ HeUIMEHHbIM NOCHOIHCIEOM
Hesponamonoeu ynompeoaaly 6 cgoem oouxode oba mepmuna, —
chorea St. Viti u chorea minor, — kax wucmoie cunonumst. C 80-x
20006 ucmekuleco cmosemus, 64a200aps pacuiuperuro ceedeHui
KQcamenbHo CUMNMOMOAO2UU UCMeEPUU, COBEPUIAemcs Pe3Kas
nepemena 6 6033perusx epayeil Ha chorea magna. B dannoii gop-

WcTopus onucarus Gonestu [eHTUHIToHa B Poccun

Me cmany NPU3HABAMb He CAMOCMOsmenbHoe 3a001e6anue Hepe-
HOU cucmembl, a nPocmoe nposieaeHle ucmepuu 8 eude obueeo u
npu mom obuwuproeo asmomamusma. CoomeemicmeeHHo IMomy
mepmun chorea magna nocmenesHo 8oixo0um u3 ynompeoaeHus,
u mam, ede npexcoe duazrocmuposanracy boavuias Bumosa nas-
cKa, cmanu pacnosnagamo Ooavbuiyo ucmepuio. Paz nepecmana
cyuecmeosams HA00OHOCMb 8 NOAb30BAHUU MepMUHOM chorea
magna, c0eaanoch UAUWHUM U HAUMEHO8aHue chorea minor.
U, oeiicmeumenvro, Charcot euje 8 ocomudecsimuix 200ax npo-
Win0e0 cmosemust npeoaazan COBEPUIEHHO UCKAIOUUMb HA38AHUE
chorea minor u 3amenums e2o Haumerosanuem chorea Sydenhami.
IIpednoxcenue Charcot umeem 3HaueHue u 045 HACMOAWE20 Bpe-
Meru. B camom dene, Bumoea nascka, onucannas Sydenham’om,
ABAAACH COBEPUIEHHO 000CO0AEHHOI (OPMOIl cMPadaHus HepeHol
cucmembl, HUKOUM 00pa30M He 00AXNCHA CMEUUBAMbCS ¢ OpyeUM
CX0OHBIM 3a001e6aHlUeM — meM, Komopoe onucano Huntington om
noo umenem XpoHuueckoli npoepeccusholi xopeu. Ymo0vl noka-
3amo omau4ue 00HOU (Hopmbl 0Om OpY20il NO CAMOMY UX HA38AHUIO,
MOJICHO NOAB30BAMbCS HAUMEHOBAHUAMU 1O UMEHU ABMOPO8, YHO-~
mpebass evipaxcenus chorea Sydenhami u chorea Huntingtoni.
Ho moorcro npumensmo mepmunbvl u 6e3 A6MOPCKUX UMeH, HA3bl-
eas Huntington’oeckyio gopmy «xpoHuueckoil npoepeccusHoil xo-
peei», ... a goopmy, onucannyto Sydenham’om, — «ocmpoil xope-
eil» (chorea acuta)» [15]. Takum obpazom, [lapKiieBUY BHOCUT
OIpe/ie/IEHHYIO ICHOCTh B UCIIO/Ib30BAHUE PA3IMYHBIX TEPMHU-
HOB. Kpome Toro, MHTepecHO, KaK TEpMUH «XOpesi» YIIOTPeOsi-

Puc. 3. ®otorpaduu NAMEHTOB C «NPOTPECCHBHOI X0peeii» U3 CTATbH
B.A. Myparosa [19, 20]

Fii. 3. Photographs of patients with “progressive chorea” from the
V.A. Muratov’s publication [19, 20]

3 HammicaHue 3II0HIMa B3SITO 13 UCTOYHHKA; TI0 BCeit BUIMMOCTH, HEITPABUJIIbHOC HAIIUCAHUE (IJaMI/IJ'II/II/I [eHTMHITOHA Ha aHTJIMIICKOM SI3bIKE SIBNISIETCS] OOBIYHOM OTIe-

YaTKOM.
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€TCS He TOJBKO B ONMCAHUU JBUTATEbHBIX PacCTPOMCTBA, HO
U IPUMEHUTENBHO K APYrUM cumnrtomam. [lpu onucanuu xo-
peu Cupenrama JI.O. JlapkineBuY UCTIONb3YeT TEPMUH «chorea
cordis», 0003HaYast UM «PE3KYIO CTENEHb TAXUKAPIUL».

«Hacnencteennass xopess Huntington’a», wmm  «chorea
hereditaria Huntington’a» ynmomunaercst u B «Ipymax Broporo
Cbesna 0TeueCTBEHHBIX IICUXMATPOB...» 0T 1905 T. [16], u B «Py-
KOBOJICTBE K M3y4eHUI0 AyLIeBHEIX Oone3Heit» B.IT. Cepockoro
ot 1906 . [17] Bce Tak Xe 6e3 mepeBoaa (haMUIUH.

B nepeBomHom YueoHuke ncuxuarpuu Otro Jliogsura bunc-
BaHrepa oT 1908 . BI' Toxe ynmoMuHaeTcs 1M00 Ha JTaTUHCKOM
s3pIKe (chorea chronica, chorea hereditaria, Huntington-
chorea, chorea degenerativa), 1160 Ha3bIBaeTCs1 XpPOHUUYECKOM
xopeeit [18]. [Toka3aTeqpHO OMMCAHUE B HEM KIMHUYECKOM
KapTuHb! BI, KoTOpoe MOXXHO CUMTATh aKTyaJIbHBIM M ceityac:
«B munuunvix cayuasx 604e3Hb npomexaem max, xopes nosg-
asemes mexwcdy 20—40 eodamu xucusnu, pedko 6 6oaee no30HUe
200bl. O0HOBPEMEHHO ¢ NoABAeHUeM XOPeamu4eckux deueamens-
HbIX paccmpoiicme, 060.1bHble CIMAHOBAMCA Oe3Y4ACMHbIMU, B5Abl-
MU, UHOUppepeHmHbIMU; RAMIMb UX 0cAabesaem, YMCMBEHHbLIl
kanuman Oedneem. bBoavHbie cmanossmes Heardumol, nepe-
cmarom 3a00Mumscs 0 cembe U ceoux OAUKUX, U MAA0-NOMANY
0enarmces HecnOCOOHBIMU UCHOAHAMY C80U 00bl0eHHbIe 3aHAMUS.
IIpu smom oHu bviearom o4eHb pazopaicumenvrovl U Mpa4Ho Ha-
CmpoeHbl, MaK 4mo 6 Ha4ane 004e3HU 03MONCHbI NONbIMKU NO-
KOHYUmMb JIcu3ny camoybuiicmeom. Kraepelin nabaodan o0nozo
001bH020, KOMOPbL, NOBecus Mpoux ceoux demeil, CHOKOUHO
nowien 3amem 2yaamo. Mexcdy npouumu seneHusmu Mo2ym Ha-
oarodamocs u npucmynst cmpaxa. Ilpu danvreiiuem meuernuu 60-
/1e3HU 001bHble CIMAH08AMCA 6ce boaee 8AAbIMU U ANAMUYHBIMU.
boaesns npodoancaemes 10—20 aem. B koHue xcusnu Hacmyna-
em enybokoe caaboymue».

[Mocne myonukaiyu A.A. KopHuioBa 0co00ro BHUMaHUS 3aCiy-
KMBaeT (DyHIAMEHTATbHAS CTAThst AUPEKTOpA IICUXUATPUYECKON
neyeOHUIBl CapaToOBCKOTO TyOEpHCKOro 3eMcTBa Bmammmupa
AunekcannpoBrya MypatoBa B «XKypHajie HEBpOIATONOTHH W
ncuxuarpun uM. C.C. Kopcakosa» ot 1908 1. B Heit aBTop, Bo-
MePBBIX, IPUBOIUT LIETYIO CEPUI0 COOCTBEHHBIX HAOIONCHUA,
JIaeT UM TIOJPOOHENIIE OTIMCAaHNE W aHAIN3, & TAKXKE TUCKY-
THPYET 0 BO3MOXKHBIX IIPMIMHE U MaToreHese 3aboneBanus. I1o-
paxaeT, HaCKOJIbKO CKpYITy/ie3Hast paboTa IposesiaHa aBTOpPOM.
Borpimoit mHTEpec mpeacTaBisioT hoTorpaduy marmeHToB ¢ b,
npezacTapieHHble B.A. MypaToBeIM B CBoeii cTaThe (puc. 3), —
OHU aKTYaJIbHBI U TT0 Ceif IeHb, IeMOHCTPHPYS XapaKTepHBIC BUT
1 TI03bI MALIUEHTOB Ha pa3BepHyThIX cTaausx bl [19, 20].

B 1923 r. Bbmren «Y4eOHUK HEpPBHBIX OONE3HEH» ION OOIIei
penakuueit [LM. PoccomiMo — 1o cyTH, MepBblii COBETCKMIA
yIeOHHK 110 HeBpomaronorui [21]. B atom yaeonuke BI' Bee Tak
ke obo3HavaeTcs Kak «chorea heredetaria seu chorea chronica
progressive». BeTyrieHue K pasneny, TOCBSIEHHOMY 3TOMY 3a-
OoseBaHuIO, THACUT: «B 1872 200y amepukarnckuii Hesponamonoe
Huntington enepevie O0an onucanue XpoHU4ecKoil npoepeccUsHoll
Xopeu, 8caedcmeue ye2o U 00 HACMOAUe20 8peMeHU Mo 3a001e6a-
Hue uHo20a Hocum Hazeéawue «xopeu “Huntington’a”». Takum 00-
pazoM, STIOHUM B 3TOM MCTOUHUKE TIPOIOIIKAET YIIOTPEOSTHCS
B aHIIIMiicKoM BapuaHTe. B pasnene «TeyeHue U UCX0I» TOBOJIb-
HO TompoOHo ormcaH 1porHo3 BIL «Kax nokasvieaem camo na-
36aHue 001e3HU, HA4aA0, pa3sumue U meyexie ee 04eHb MedleHHoe
U npoepeccusHoe; 3aMemHbIX PeMUCCUll 00bIYHO He Haba0aemcs.
eno navunaemes c cydopoe, Komopbie 3amem 6ce YCUAUBAIOMCS
6 00BeMe U 3aX6ambl8alOMm 6ce HOBble U HOBble MbliliedHble 2PYNNb,
a 3amem NPUCOeOUHSIOMCS NCUXUYeckie paccmpoiicmea, makice
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Puc. 4. @ororpaduu nHeBMOIHIEDATOTPAMM NALMUEHTOB ¢ TPEATOJIa-
raemoii BI' u3 riael H.H. Anocosa [27]. OTueTiHBO BH3ya M3upyeTcs
paciipeHne GOKOBBIX JKeJyI0YKOB MO3ra

Fig. 4. Pneumoencephalograms of patients with suspected Huntington
disease from the chapter by N.N. Anosov [27]

Hapacmaroujue nocmeneHHo 8 ceoeil unmexcuseHocmu. boaesns ya-
CIMO MAHEMCs 0eCAMKU Aem U OKAHYUBACMCS CMEPMbIO UAU 0N 00-
We20 UCMOWeHUs Ul Om KaKo2o-1ubo 006agounoeo 3a001e6aHUs» .

WHTepecHBI paccyKIeHNs OTHOCUTENBHO 3THOJIoruu BI 1 yrmo-
MMHAHKE B 9TOM KOHTEKCTE MEH/IEIeBCKIX 3aKOHOB HAC/IEI0BA-
Husl. « Yauye 6ceeo Hauano 3a004e6anus nadaem Ha cpeoOHUil 603pacm
— meancdy 30—40 eod0amu, odnako paseumue 6oae3Hu HabaOaU U
00 10-mu u nocae 55-mu nem. B npescree pems beccnoptvim smu-
0A02UHECKUM MOMEHMOM 00A€3HU CHUMAAACH HACAOCHBEHHOCHD,
HO OanvHeliuiue HAOAHOO0eHUS NOKA3AAU, YMO, XOMS 8 2POMAOHOM
0onbutUHCMEe CAYMaes OelicMBUMENbHO CYUECMBYen HACAe0CHBeH -
Hoe (wacmo npsmoe) npedpachonodicerie, 00HaKo ecmb OoAbHble,
¥ KOMOpbIX camoe mujamenbHoe Uccae008anue HacaeocmeeHHOCHY
He daem Ham Hu4e20 Namoao2u4ecKoeo. 3a nocaeouue 200bl yueHue
0 MeHOeausme npuobpemaem éce Ooabuuil u GoAbWUL UHMepec,
U HA OCHOBAHUU IMOLL MeopUU HAM He mpYOHO 0bl0 Obl 00BACHUMD
MU cAYHAU ¢, Ka3an0ch Obl, 300p06oil 2eHeanoeuell, ecau Mol 6yoem
cuumams, umo chorea hereditaria ecmb NPU3HAK peyeccusHblil; 00-
HAKO cama meopus MeHOeau3ma He npuobpena euje npag epaxcoan-
Cmea, a Nowomy 8 Hacmosuee epems smuonozus xopeu Huntington’a
004XCHA CHUMAMBCA eule COBEPUICHHO HeBbICHEHHOI .

ITo HammM nTaHHBIM, TEPBOE YMOMUHAHUE SMOHUMUYECKO-
ro TEpMUHA Ha PYCCKOM SI3bIKE BCTpevaeTcsl B «TepaneBTuye-
CKOM CIIPAaBOYHMKE IJIS1 Bpayeid M CTYIEHTOB» II0J peaaKIvei
N.C. JIobko ot 1928 . — «xopes [eHTHHITOHA» [22].

Cnycrs nBa roga nocie cmeptu .M. Poccomumo — B 1930 . —
BBIXOIUT TPEThe, MCIPABICHHOC M IOMOJHECHHOE W3OaHUe
«Kypc HepBHBIX 0oJie3HEl», B KOTOPOM JIaTUHCKUE TEPMUHBI
Y WHOCTPaHHbIE (PaMUITNK TIPENCTABIEHBI yXe B CKOOKax, a Ha
MIEPBOM MECTE BBICTYIAIOT UX PYCCKOSI3BIYHBIC TIEPEBOIBI. TaK,
damunus «Huntington» nuinercs kak «[eHTuHrTOH» [23]. YyTh
0oJ1ee IOMPOOHO, TI0 CPaBHEHMIO ¢ M3gaHueM 1923 T., ommcaHbI
TIOIIXOMIBI K JICUEHUI0: «Kay3anvHoii mepanuu He cywiecmeyem, u
dajice CUMPMOMAMUYECKoe AeueHue Yacmo He NPUHOCUM O0AbHO-
MY HUKakoeo oOneeyerus. Tlpumensiom cpedcmea moHusupyrouue
(mbibsk, eauyepogocgpamor u dp.) u ycnoxausarougue (6pomu-
cmble conul, KoOeuH u np.), a 045 8pemMeHH020 YMeHbUleHUs Xope-
amuyeckux deuxcenuii 6so0sm enympusenro 25 % sol. magnes.
sulfur. (1-3 ky6. cm) u nodxoxcro scopolamin (0,0002 pro dosi).
Thasnoe enumanue nado obpamumo Ha CROKOUHDBLIL U NPABUABHbLI
00pas yucusnu 604bHO20, A 8 MANCEABIX CAYHASX — HA XOPOULULL YX00
3a Hum». Tloxanyii, MOCneaHs peKOMEHAAIMS OCTaeTCs aKTy-
AJTbHOM ¥ TI0 ceii IeHb B BelleHUH TaueHToB ¢ BI.

B cnpaBounuke OtTo PoTa mo KIMHWYECKOW TepMUHOIOTUU
or 1930 . bI' Takxe ykasbiBaercst Kak «0one3Hb [EHTUHTTO-
Ha» ¢ CHHOHUMaMU «chorea hereditaria chronica, wiu chronica
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progressive» U «xopest [eHTUHITOHa» [24]. B mepBoM u3naHum
bosbinoil MeMIMHCKON SHLMKIONEIMH OT 1936 L. B cTaThe
M.U. ActBauatypoBa o xopee BI' Toxke mmeHyeTcs «xopeeit
Ientunarrona» [25]. Takoif xXe BapHaHT PYCCKOSI3BIYHOTO 3I10-
HUMa BCTpeYaeM U B PYKOBOIACTBE «3abojieBaHUS BEreTaTHB-
HOM cucTeMbl» oT 1948 1. — «6one3ub TenTunrrona» [26]. IMo-
ceqHui (hakT 0COOEHHO MpUMeYaTeseH, T.K. YIIoTpedIeHueM
CJIOBa «00JIe3Hb», TI0 BCEll BUAMMOCTH, aBTOPBI YK€ TOT/A XO-
TeJM 0OpaTUTh BHUMAHME Ha TO, YTO XOpes — JIAIIb OTHO U3
MHOTHX MPOSIBJICHUI HeayTa.

B 1960 r. BLIXOAUT MHOTOTOMHOE PYKOBOACTBO IO HEBPOJIOTUHI
nox penakuueit C.H. JlaBuneHKoBa, B KOTOPOM CEIbMOI TOM
MOCBSIIEH XPOHMYECKUM MPOrPeCCUPYIOIIUM 3a00JIeBaHISIM
HepBHOIl cucteMbl. OTnenbHasl I71aBa B HEM, COCTaBJEHHas
MpeICTaBUTeIeM JICHHHTPAICKOM HEBPOJIOTMYECKON IIKOJIBI
H.H. AnocoBbiM, nocBsiiieHa BIT [27]. B Heit, mo Bceit Bumu-
MOCTH, BIIEPBBIC B PYCCKOSI3BIYHOM JTUTEpaType M3MEHEHO Ha-
MUCaHNE SMOHMMHMYECKOTO TepMUHA, M 3a00JNeBaHUE CTaJO
MMEHOBAThCS «Xopeeil XaHTUHITOHA» M «XeHTHHTTOHOBCKOM
xopeeit». Kpome 310r0, MHTEpEeCHA IpeICTaBICHHAS B 3TOM H3-
JnaHuu ¢otorpaduss MHeBMO3HLE(hAIOrpaMMbl, MPOBEIEHHOIA
naiueHTaM ¢ npeanoaaraemoit bI' (puc. 4).

Ilanee, B yueOHOIl M HAyyHOI JMUTEpaType BCTpeyanuch oba
BapuaHTa HamucaHusg (amunuu [eHTuHrTOHA. B y4yeOHMKe
o HepBHBIM Oosie3HsaM non penakimeit X.I. Xonoca o 1974 1.
BI' mocBsIIeH OTOEIBHBIN pa3mel IJIaBhl O HACIeICTBEHHBIX
3a00J1€BaHUSIX HEPBHOM CUCTEMBI, Ii¢ 00J€3Hb Ha3bIBACTCS
HacJIeACTBEHHOM xopeeit, WM 00/e3HbI0 [EHTUHITOHA, WU
chorea chronica progressiva hereditaria [28]. B pykoBoncTBe mo
KIMHUYecKol reHeTuke oT 1975 . BI' Takke ymoMuHaeTcst Kak
«xopest [enTuHTTOHA» [29].

B yue6HuKe 0 HepBHBIM 60J1e3HsIM OT 1988 . o pemakuueit
10.C. MapThiHOBa COIEPKUTCS CTaThs MO «HACAeACTBEHHOM
xopee», B KOTOpOii yka3biBaercsi, uyto bl mepemaercs mo ay-
TOCOMHO-IOMUHAHTHOMY THITY, UMeeT 0/13Kyio K 100% 1e-
HETPaHTHOCTh, @ MEPBbIE €€ CUMIITOMbI TOSBISIOTCS B 3pe-
siom Bozpacte (oxono 35—40 ner) [30]. [TocnenHee He coBceM
TOYHOE YTBEepXIeHKE (MMEIOIee CBOM KOPHM B 3apyOeXXHBIX
ncTouHMkax KoHua XIX—Hauana XX BB.) IUIMTeJbHOE BpeMs
KOYEBAIO U3 OJHOH KHWUTU B Apyrylo Bmioth fo 2000-x rr.,
HECMOTpS Ha TO, YTO YX€ JOCTaTOYHO JaBHO OblTa MOKa3aHa
B3aMOCBSI3b MEXY TSKECThIO MYTAIIMH 1 BO3PAcTOM JebIoTa
BI. Takxe mpu onucaHu 0COOEHHOCTENH KIMHUYECKON Kap-
TUHBI HEPEIKO YKA3bIBAETCS, UYTO MBIIIEYHBIN TOHYC Y TaKUX
OOJIbHBIX TMOHIKEH — CTEPEOTUITHOE MPEACTaBICHUE O «IU-
MOTOHMYECKM-TUMEPKUHETUIECKOM CHHIPOME» TPOIOJIKa-
eT BCTpevarhes U 1Mo ceii AeHb. TeM He MeHee 3TO He Bceraa
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COOTBETCTBYET JAEMCTBUTEIbHOCTH — HAJUYME XOPEUYECKOTo
TUTIEPKMHE3a HEPENKO COMPOBOXIAETCS IOBBILIEHUEM MbI-
IIEYHOIO TOHYCA 10 [IACTHMYECKOMY TUILY, B CBSI3U C YeM II0-
HSITHE «TUIOTOHUYECKU-TUIIEPKMHETUYESCKOTO CUHAPOMa» B
HacTosIIee BpeMs Hellb3sl CUNTATh B MOJTHOM Mepe KOPPEKT-
HBIM. B muddepenumanbHo-guarHoctuyeckoMm psnge bl B
3TOM Y4eOHMKE pacCMaTPUBAETCS CPEAM MPOYETO CEHUIbHAS
XOpesi — IOHSTHUE, BIIOJIHE MMEBIIee IIPaBO Ha CYIIeCTBOBA-
HUE 0 MOSIBIEHMs BO3MOXHOCTU IIPOBOAUTH TEHETUUYECKOE
TecTrpoBaHue Ha BI, 0qHAaKO yTpaTHBIIIEe CBOIO COCTOSITEITh-
HOCTb B HACTOsIIEe BpeMsl; IIPH HAJIMYMHU Y YeJOBEKa B IO-
KMJIOM BO3pacTe Xoper HeoOXOAMMO BBISCHSTH €¢ KOHKPET-
HYI0 IpuuKHYy. TeM He MEHee 3TOT TePMUH B pa3IMYHbIX CBOMX
MoIu(UKALKIX (HapuMep, «aTepOCKIePOTHYECKAs XOpesi»),
K COXAJICHHIO, IPOIOJIKACT YITOTPEOIAThCS.

Crnemyet ymoMsiHyTb €11l OJIHO, Ka3aJI0Ch Obl, HE3HAUMTENIBHOE,
HO WMeIolIee BIONHE MPAKTUYECKME ITOCICACTBUS OOCTOS-
TeJabCTBO. B nutepaType, my0aMKyeMoi B TeUeHUeE MOCIeTHUX
30 net, MPOOIIKAIOT MEPHOMITIECKU BCTPEIATHCS TEPMUHOIO-
T'MYECKUE BapUaHTHI «Xopesi XaHTUHITOHa» U «00Jie3Hb XaH-
THHITOHa». C TMHTBACTUYECKOM TOYKM 3peHUsI, 00a BapHuaH-
Ta JOIYCTUMBI, OMHAKO OTCYTCTBUE €IMHOO00pa3s TePMUHOB
BHOCUT OTIpe/ie/IEHHbIE CIOXKHOCTH B TIPOLIECC TOMCKA HAYIHOM
MHGOPMALIUHI B COBPEMEHHBIX 0a3ax JaHHBIX, a TAKXKE HEPEIKO
BBOJUT B 3a0yXIEHUE U HECTIELIMATMCTOB, MbITAIOIIUXCS Hali-
TH MHGOPMAIIHIO 110 3TOi mpobnemMe. [IpencrapiseTcs, 4To Me-
JTUIIMHCKOMY COOOLIECTBY 1LIENeCO00Pa3HO MOJIb30BAThCS a1~
HOI TepMUHOJIOTHEH. B oTeuecTBeHHOM TUTEpaType HaMcaHe
(hamumu Kak «[€HTUHITOH» BCTpEYaeTCs MePBbIM U MOCJIEN0-
BaTeJIbHO UCITONIB3yeTcst 10 1960-x IT. CriemyeT TakKe OTMETHTD,
YTO B HACTOSIIIEE BPeMsI MEXIYHAPOIHBIM HayIHBIM COOOIIE-
CTBOM B Ha3BaHMHU 3TOT0 3a00JieBaHKs IPUHSTO MCIONb30BaTh
MMEHHO CJIOBO «00JIC3HB», a HE «XOpesi»; TeM CaMBbIM ITOTIEp-
KMBAeTCs, YTO XOpesl SBJIACTCS AAIeKO He €AMHCTBEHHBIM IPO-
SIBJIEHNEM 3a00JIeBaHNs, a B Psfie CIydaeB MOXET BOOOIIIE OT-
CYTCTBOBaTh B KIIMHMYecKoii KapTuHe bI. Takoit moaxon Halen
CBOE OTpaXXeHHUE B TOM YMcIie M B MexXmyHapoaHoii Kiaccudu-
Karu 6omnesHeit 10-ro mepecmotpa, tae mox komoM G10 3Ha-
YUTCSI UMEHHO «00Je3Hb [eHTUHITOHa» — Huntington disease.
Takum 00pa3om, 1o HallleMy MHEHUIO, C y4ETOM UCTOPUIECKOM
TPaIMIUK U OPYTHX TIPEACTaBIEHHBIX 00CTOSTEIBCTB, MMEHHO
«0one3Hb [EHTUHTTOHa» 1e1ec000pa3HO CUMTATh MPEATIOYTH-
TeJBHBIM K MCIIOJh30BaHUIO TepMUHOM. EmmHOOOpasume tep-
MUHOJIOTMY TTO3BOJIUT CYLIECTBEHHO 00JETYUTh KaK PYTUHHbIIHA
HayJHBII TIONCK, TaK ¥ BOCIIPUSATHE WH(GOPMALIUH JIIOABMU, He
CBSI3AHHBIMM ¢ MEIULIMHOM.
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