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KIMHUKO-2TIUIEMUOJIOTUUECKUE
acIIeKThI 00Jie3HU | eHTUHTITOHA
B Pecniyoisinke TarapctaH

C.D. Mynacunosa', 3.A.3ans108a"*

'@I'60Y BO «Kazanckuii eocydapcmeennbiii meduyunckui yruugepcumem Munzopasa Poccuu», 420012, Kazanv, Poccus;
2Pecnybaukanciuii yenmp sxcmpanupamuoroii namosoeuu u 6omyaurnomepanuu, 420039, Kazano, Poccus

1eab uccaedosanus — oyenums snudemuonoeuseckue ocodernocmu 6oaesnu Tenmunemona (bI) no dannvim Llenmpa sxcmpanupamudnoii namosoeuu
u 6omyauromepanuu Pecnybauxu Tamapcman.

Mamepuaavt u memodot. O6caedosaro 44 nayuenma c bI' (cpednuii o3pacm — 47,3 = 12,5 e00a). Auzaiin uccaedosatus éx.n4an onpedenerue u cpas-
HeHUe KAUHUMeCKUX OQHHbIX, 2eHeaN02UMeCKUX U INUOeMUOA0UHECKUX ceedenull, 1a00pamopHblx noKazameneil.

Pesyavmamut. Haubonee soicokas pacnpocmpanernnocms bI 6 cesepo-3anadnoii u ceeepo-gocmounoii wacmsax Pecnyoauku Tamapcman cocmasasem
1,1 Ha 100 mbic. Hacenenus He3a8UCUMO OM HAYUOHANLHOI NPUHAOAeHCHOCIU. Bbissaen (eromern anmuyunayuu npu Hacaedosaruu bI ¢ ywemom necma-
OuabHOCMU U HAPACMAKUA CMeneHY IKCNAHCUIL 8 NOCACOYIOUUX NOKOACHUAX N0 Omyo8cKoll aunuy. [lcuxuampuyeckue nposgaerus (anamus, pasopa-
AcumensHocmy, becnokoiicmeo, denpeccus) npeobaadaau ¢ 61,4% cayuaes 6 debiome 3aboneeanus. ¥ 1 nayuenma mysccko2o noAa npeonoA0HCUmensHo
yemarosnen eapuanm Becmepans. ayuenmui ¢ daunoii CAG-mpuniemos Mymanmuozo eena 6 duanasone 36—39 ¢ manupecmuoimu KAuHu4eckumy
nposieaenusmu ecmpeuanucs 6 15,9% cayuaes ¢ npeobaadanuem auy scerckozo noaa (85,7%).

Kimouesble cioBa: 6o1e31b lenmunemona; xopes; pacnpocmpanennocms; CAG-nosmope.

HWcrounnk (puHancupoBanusi. ABTOPHI 3asIBIISIIOT 00 OTCYTCTBUM (PUHAHCUPOBAHMS TIPY TIPOBEIECHUN UCCIIEIOBAHUSI.

Kondaukt uHTEpecOB. ABTOPHI NEKIapUPYIOT OTCYTCTBUE SIBHBIX U MOTCHLIMATBHBIX KOH(IMKTOB MHTEPECOB, CBSI3aHHBIX ¢ ITy0JIMKa-
LIAEN HACTOSIIEU CTaThM.
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This study aimed to evaluate the epidemiological features of Huntington disease (HD), based on data from the Centre for Extrapyramidal Pathology and
Botulinum Toxin Therapy of the Republic of Tatarstan.

Materials and methods. We examined 44 patients with HD (mean age 47.3 = 12.5 years). The study design included determining and comparing clinical data,
genealogical and epidemiological data, and laboratory parameters.

Results. The highest prevalence of HD was found in the north-western and north-eastern parts of the Republic of Tatarstan being 1.1 per 100,000 people,
regardless of nationality. The phenomenon of anticipation in HD inheritance was observed, considering the instability and increasing expansion in subsequent
generations along the paternal line. Psychiatric manifestations (apathy, irritability, anxiety, depression) were present in 61.4% of cases at disease onset. One male
patient was presumably diagnosed with the Westphal variant. Manifest carriers of a CAG-expansion in the range of 36—39 repeats in the mutant gene were found
in 15.9% of cases and were predominantly represented by females (85.7%).
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0J1e3Hb [EHTUHITOHA — 3TO PEIKOE TSXKEI0e Helpo-

JIeTeHepaTUBHOE 3a00JIeBaHUE LIEHTPATbHON HEepB-

HOU CHCTEMBI C ayTOCOMHO-IOMUHAHTHBIM THUIIOM

HACJIeNOBAHUS, TPOSIBISIONIEECS JBUTATEIbHBIMU,

KOTHUTUBHBIMU U 3MOIMOHATBHO-TICUXUYECKUMU
HapyumeHusimu [1]. Bojie3Hb HEYKJIIOHHO MporpeccUupyeT M Ha
CETOHSIITHUH IeHb HEN3eUNMa.

Briepsrie manmenta ¢ bI' onucan Waters B 1842 . 910 3a60-
JieBaHUE CTalM Ha3biBaTh xopeeil [enTuHrrona B 1872 r., mo-
clie TyOIMKAlMKM aMepPUKAHCKUM BpavuoM OOILNEH NPaKTHKH
JIx. [eHTUHITOHOM CTaTbU O HACNEICTBEHHOI Nepenaye 3a00-
neBaHus B ceMbsix JIoHr-Aitnenna B Heto-Mopke (MaTepuanom
IUISE CTATBM TTOCHTYXIIM HAOMIOACHMS TpeX IOKOJICHMIA Bpa-
yeOHo nuHacTuy [eHTUHTTOHOB) [2]. [lecATKM NeT Ha3BaHUE
00JIe3HM 0CTABaJOCh HEM3MEHHBIM, 1 ToNbKO B 1980 1., moce
BBISIBJICHMSI HEMOTOPHBIX CMMIITOMOB, OHO OBLIO M3MEHEHO
Ha 0oj1e3Hb [eHTuHrToHa (BI'). B 1993 1. Ob11 0OHApyXeH TeH,
OTBevaronuii 3a 3aboneBanue bI [3].

bI' pacnpoctpaHeHa ToBceMecTHO, HO HepaBHOMepHoO. Co-
rimacHo MetaaHanu3sy ¢ 2012 roma, pacpocTpaHEeHHOCTh 3a00-
JeBaHus coctapnsier ot 5,7 Ha 100 Teic. Hacenenus B EBpore,
CeBepHoit AMepuKe 1 ABcTpaniu 1o mpumepHo 0,4 Ha 100 ThIC.
yesioBeK B A3uu [4]; B cpenHeM B 3amagHOM MOJYIIApUU pac-
npoctpaHeHHOCTh BI' y HaceneHust cocrasnsier 4—10 yenoBex
Ha 100 Teic. HaceneHwus [5]. B Poccuu uccnenosanust o snujie-
MMOJIOTUY TIPUBEIH JIWIIb K OPMEHTUPOBOYHOI OLIEHKE 3TOTO
TIOKa3aTeJIs I OTOEIbHBIX PETHOHOB, cpea HUX — Pecryommm-
ka bamkoprocran (2,6 Ha 100 Thic. HaceneHus), Huxeroposn-
ckast o6sacth (3,7 Ha 100 Toic. HaceneHus) |3, 6, 7].

IIpennonaraercst, yro bI' pacnpocTpaHunach 3a npeneasl EB-
ponbl B XVIII-XIX BB. BMecTe ¢ BoJTHaMU UMMUTpALMU, TOP-
TOBJIEHl M KUTOOOWHBIM MPOMBICIIOM. B nurtepatype ommcan
cnyyvaii pacripoctpaneHusi bI' B Benecyane, Korma cpeau Ha-
celleHUsl paiioHa o3epa Mapakaiibo Obl1a 3apercTpupoBaHa
HeoObIYaiiHO BhICOKas 3a0oseBaeMocTb — 10 700 Ha 100 ThIC.
HaceneHus. [Ipenmonaraercs, 4to reH ObUT IPUBHECEH B U30-
JIMPOBAHHYIO TMOMYJNSAINI0 MCIAHCKUM TOpropieM B 1860—
1870-x . B pesymbraTe 4acThIX POACTBEHHBIX OPaKOB UKMCIIO
TOMO3UTOT cpemyt 60abHBIX coctaBuio 30% [3]. MyTaHTHBIN
red 6bu1 TipeanosoxurenbHo 3aBeseH B CLIA B 1630 1. 1Bymst
OpaTbsiMM, SMUTPUPOBaBIIUMU U3 Dccekca B boctoH [§].

BT BrizpiBaeT ymmnmHeHre CAG-1OBTOPOB Ha KOPOTKOM ILIeYe
XpoMocoMbl 4p16.3 B reHe eenmunemuna (HTT). DToT reH co-
IEPXUT YIACTOK ITOBTOPSIONIEHCS IIOCTIEIOBATEIBHOCTH TPEX
A30TUCTBIX OCHOBaHUI — LMTO3UH—ageHUH—TyaHuH (CAG).
Tpumrer CAG KoaupyeT aMUHOKHUCIIOTY TJIYTaMUH, TTO3TOMY
CUHTE3UpYeMbIii 0eoK reHTUHTTHH (Htt) comepxut mocneno-
BaTEJIbHOCTh TJIYyTAMUHOBBIX AMUHOKMCIIOT, Ha3bIBaeMYIO I10-
JIUTTYTAMMHOBBIM TPAaKTOM [9].

KosmnuectBo CAG-TpUILIETOB Pa3IMyHO 1 MOXET MEHSThCS B
MOCJIEAYIONINX TTOKOJIEHMsIX. EC/iu TpUILIeToB cTaHOBUTCS 00-
Jee 36, TO reHepupyeTcsl YAJIMHEHHBIA MOMUITYyTAMUHOBBIM
TPaKT U CUHTE3UPYeTCsl MyTaHTHBIN Oenok Htt (mHtt), koto-
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Pblii 1 BbI3bIBaeT bI' myTeM TOKCHYHOTO BO3NEHCTBUSI HA KIIETKU
[9]. Yem Gombie yrcnio CAG-TOBTOPOB MYTAHTHOTO aJuleds,
TeM B OoJiee paHHEM Bo3pacTe JeOrTHpYeT 3a00j1eBaHKE U BbI-
paxeHHee TeMII ero porpeccupoBanus. KommnuecTso moBTopoB
ot 36 10 40 mpuBOIMT K DOJTEE O3THEMY AEOIOTY U MEUIEHHOMY
TIPOTPecCcUpoBaHMI0 3a00seBaHMs. OTYETIMBOE KIMHUIECKOE
nposiBieHne BT HabmiomaeTcs, eciM KOJIMYECTBO IOBTOPOB
nocruraet 40. Inanazon ot 36 10 39 BeJeT K HEMOIHOI MeHe-
TPAHTHOCTH T'¢Ha WK K 0YCHb ITO3THEMY HACTYILICHUIO KITNHH-
yecKoro mnposiieHus. duamazon Mexmy 29 u 35 HectaOuieH,
YTO CBUAETENBCTBYET O PENPACTIONIOKEHHOCTH JAHHOTO ajliejist
K I3MEHEHHUSIM PENpONyKIIMHU Bo BpeMeHH [9]. I1pu oueHb 60115-
1IOM KonnyecTBe MoBTopoB BI' MoxeT nposiButhest 10 20 Jiet.
B atom ciydae BI' knaccuduumpyercst Kak aKWHETUKO-PUTH]I-
Hag 10BeHUIbHAs (hopMa, uiu BapuaHT Bectdans. Onpenenser-
ca ipubmasuTensHo 7% ciydaes BT [9].

Knunuueckue mnposiBienus BIT — 3To aBurarteibHble pac-
CTpoiicTBa (xopes, OpamMKWHE3WsI, MBIIICYHAS PUTUIHOCTD,
JUCTOHUSI, TIOCTypalbHble HAPYLIEHUS, MUOKJIOHUU), TICUXU-
YyecKMe HapylIeHus (pa3apakxuTebHOCTh, alaTusl, Jempeccus,
00CcecCBHO-KOMITYILCUBHBIE PACCTPOICTBA, TpeBOTa, TMIEP-
CEKCYaJIbHOCTb U JIp.), BO3MOXHbI KOTHUTUBHbBIE HAPYLIEHMS.
Y OosbIIMHCTBA TALMEHTOB HAOMIONAIOTCS METAa0O0IMIecKre
HapyLIeHUs, MPUBOASAIIME K CHYXKEHMIO MaCcChl TeJla BIIOTh 10
Kaxekcun [10].

B HacTosiuee BpeMst MeTooB uanedeHus bI' HeT, Tofbko chop-
MYJIUPOBaHbl CUMIITOMATUYECKUE TeparieBTUYECKUE TIOAXOMIbI.
JI71s1 yMEeHBIICHAS BBIPAXXEHHOCTH XOPEMIECKIX TUTIEPKITHE30B
MIPUMEHSIOT TeTpabeHa3!H, pa3IuyHble HEMPONENTUKN (KBe-
TUAINWH, TaJoNepuI0, apununpasoi U 1p.), A1l KOPPeKIUU
TICUXUYECKNX HAPYIIEHUI TaKKe NCIIOIB3YIOT HEHPOJICTITHKH,
HepeaKo B KOMOMHAIIMY ¢ aHTUIETIPECCAHTaMU, TPAaHKBUIN3a-
TOpaMu, MPOTUBOAMMUIEITUIECKUMH TpenapaTtamu [7, 9, 11].

TsxecThb 3a0051€BaHUS, OTCYTCTBHE MPOGUIAKTUKY W TepaITiu
OIPENENITIOT MEIUKO-COLNATBHYI0 3HAUMMOCTD TIPOOIEMBI 1
AKTYaJIbHOCTb M3yYCHHUS SIUIEMHUOIOTUU 1 KIIMHUYECKOTO M0~
numopdusma BT

enb vccnenoBanus — 1o gaHHbIM LleHTpa 3KcTpanupamMu-
HOI matonoruu 1 OotynuHoTepanuu Pecnybnuku Tatapcran
(ID2ITuBT PT) oueHUTh 3MMAEMUOIOTMYECKIE OCOOEHHOCTH
bI B pernone.

Marepuanbl 1 METOIBI

Hawmu o6¢cnenoBano 44 ManudecTHBIX namuenTa ¢ bI' (Bcero
37 cemeit), u3 HUX 26 (59%) MaLMEHTOB XEHCKOTO MoJjia 1
18 (41%) malMeHTOB MyXCKOT0 110j1a. Bo3pact Bcex IallieHTOB
BapbupoBa ot 19 mo 79 net (cpemHmit Bospact 47,3 £ 12,5 rona),
XeHIMH — ot 22 1o 79 ner (47,7 £ 10,5 roma), MyX4uH — OT
19 no 77 et (46,6 £ 15,8 roma). Onpene/sii TaKke IMyTh HACIIE-
ngoBaHust BI' — mo nMHuM oTLA WK MaTepu.

JIM3aiiH uccnenoBaHMsl BKIIOUMJ OIpeNeNicHue U CpaBHEHHE
KIMHIYECKUX JaHHBIX, TeHEATOTUUECKUX W SIMIEMUOIOTYE-



OPUTMHAITBHBIE CTATBIA. Knuhyeckas HeBponorust

ckux cBeaeHuit, JJHK-nuarHocTvKy HOCUTEIbCTBA MYTAHTHOTO
reHa (Haauuue 3xkcrnaHcun CAG-noBropoB B rene HTT). Kiu-
HUYECKOE COCTOSTHHE MALIMEHTOB OIPEIeISIIN C IIOMOIIIBIO aial-
TUPOBAHHBIX IITKAJT; MOTOPHBII CTaTYC OIICHUBAJIM 10 YHUDUIIU-
poBanHoit mkaie oneHku bI' — UHDRS (Unified Huntington's
Disease Rating Scale), 610K oneHKy 0011ei (hyHKIMOHATBHOM
cnocodHoctn — Mo 1Kane TFC — Total Functional Capacity.
Ouenka 1o mkaine TFC nMmeer mpakTudeckoe 3HAYCHME C Iie-
JIbIO pasfiefieHus] CUMITOMHBIX nauueHToB ¢ bI' Ha momrpyn-
TIBI COTVIACHO CTANWITHON KIACCU(HMKAIINK 3TOTO 3a00JICBAaHMS
1o I. Shoulson u S. Fahn (1979). [eneanornyeckue v aMuaeMu-
OJIOTMYECKHE TTOKA3aTe I COCTABIIIN JAHHBIE, ONTYYeHHBIE TIPH
HaOJTIONCHNY TTAIIMEHTOB ¥ M3yYCHUHU POIOCIOBHBIX.

Ilpn wccnemoBaHNM KIMHUYECKUX IOKAa3aTeel ITaIllieHTOB

¢ BI' yuuthiBanu cienyiomme KpUTepuu:

* BO3pACT HavaJa 3a00JIeBaHuUs;

* cTax 00JIe3HU;

* CUMITOMBI Ae0t0Ta 3a00j1eBaHUS — MCUXMYECKUe (amaTusi,
JeTpeccrs, pa3apakuTeIbHOCTh, TPEBOTa U T.II.) U/UIIN MO-
TODHBIE;

* MOTOPHBIH CTATYC;

+ 00111ast GYHKIIMOHABHAS CIIOCOOHOCTD.

[Mony4yennsie pu MccaenOBAaHUM JAHHBIEC TTOABEPTAM CTATH-
CTUYECKOI 00paboTKe ¢ pacueToM CpeaHel apupMeTUIecKoii
u3y4aeMoro nokasatenst (M), cpeaHero KBapaTUIHOTO OTKIIO-
HeHus (6), CTAaHAAPTHOM OIIMOKK cpenHero (m), 4acToThl (%).
JIisl OLEHKM CBSI3M MEXy NMpU3HAKaMU TaHHBIX TIPUMEHSITA
koadduuuent koppensimu [Mupcona (r). Koppensimio >0,74
cunTtand cuibHoit, 0,26—0,74 — ymepenHoii, <0,26 — cia-
00i1. CTaTHCTHIECKYI0 3HAYMMOCTH ITOTyICHHBIX M3MEPEHUI
MIPU CPaBHEHWHM CPETHMX BEJIMYMH OMPEAe/SUIA 110 KPUTEPUIO
CrblofieHTa (f) ¢ BBIYUCICHUEM BEPOSITHOCTY OIIUOKY (P) mpu
MIPOBEPKE HOPMATBHOCTU PACIPENENEHHUA U PABEHCTBA IE€HE-
PaBHBIX AUCTIEPCHiA. 32 CTATUCTUYECKN 3HAYMMBIC U3MEHEHMST
MPUHUMAIN YPOBEHb CTATHCTUUYECKOM 3HaumMocTH p < 0,05.
PacnipocTpaHeHHOCTD 3a001€BaHUS PACCUMTHIBAIM IO JAHHBIM
LBMubT PT, ucxons u3 obiero yncia 3aperucTpUpoOBaHHbIX
cryyaeB 3a00/ieBaHUI B TEKYILEM MepHOJe, PaHEe U BIIEPBBIC
YCTaHOBJIEHHBIX, B iepecuete Ha 100 ThIC. HaceneHUs.

Pe3yibratel n 00CyKeH1He

Mo manaBMM 06pamaemMocty B LIDIIuBT PT BRIsIBICHA pacmpo-
crpaneHHocTh bBI' — 1,1 cimyyast Ha 100 ThIc. HaceneHusl.

Mo HauuoHanbHOM npuHamexHocty 24 (54,5%) nauueHTa ot-
HOCHJIUCH K TaTapam, 20 (45,5%) — K ciaBsHaM. Cpenu Taim-
€HTOB XeHCKOro mosa cnabsHe coctasuin 10 (38,5%) yenosex,
Tatapsl — 16 (61,5%); cpeau MalKEeHTOB MYKCKOIO IoJIa CJia-
BsHe coctaBun 10 (55,6%) uenosexk, a tarapsl — 8 (44,4%).

Teorpaduueckoe pacnpeaeneHue nauueHToB ¢ bIL

* 18 (41%) uenosexk — w3 1. Kazanu;

* 11 (25%) — u3 . HaGepexnbie YenHsl ¥ Onu3nexaniyx Ha-
ceJleHHbIX yHKTOB (roc. CapMaHoBo, I. Ena0yra, . MeHne-
JIEeBCK);

* 110 3 (7%) nauyeHta — u3 ropoaos byrynaema, Tetiomm u 3e-
JICHOZIOJIBCK;

* 2 (5%) naumenTa — u3 . HuxHekamcka;

* o 1 (2%) matmenTy — 13 roponos Jlauieso, Kykmopa, Ajb-
METbEBCK, 3alHCK.

BbisicHuIOCh, YTO KOJMYECTBO MauueHToB U3 KaszaHu npesa-
JIMPYeT TakKe 3a CYeT MPOU3oLISAIIeN MUTPAIMU HACETEHUS —
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dnunemuonorus 6oneHy MeHTUHITORa B TaTapcTaHe

u3 Csepmiockoii obmactu (11,4%), cocenneit PecryOiuku
Mapwuii-9n (4,5%), Pecyonmuxu Komu (2,3%) u Ilepmckoro
kpast (2,3%).

TakuM o0pa3om, Oonee BBICOKAs pacmpocTpaHeHHOCTh bIT
BCTpevaeTcs B ceBepo-3ananHoii (Kasanp + 3e1eHOm0NbCK —
46%) u ceBepo-BocTouHoM (Habepexusie Yennsr + Hiokne-
KaMcK — 32%) vactax Pecny6omuku TatapcraH.

O61mast pacnpoctpaHeHHOCTb BI' yBenmuumnach 3a nocieaHue
50 ner. Heckombko ucciemoBaHuii pacrpocTpaHeHHOCTH BT
CBUMICTEIbCTBYIOT O TOM, YTO OHA INMPOKO BAPbHPYET MEXIY
pasHBIMM TreorpauyecKuMK pernoHaMy. B 1iemoM 3amamHo-
€BpOIEHCKIE CTPaHbl M CTPaHbl C MOMYJSALMSIMU 3amagHo-
eBporelickoro mporcxoxneHus, Takue Kak CIHA, Kanama u
ABCTpanus, MOKa3bIBaIOT BRICOKHUE TTOKa3aTeIu 3a00JeBaeMo-
CTU U pacnpocTpaHeHHOCTU. B A3um pacnpoctpaHeHHOCTh bI'
Huxke. [lokazarenu 3aboneBaemoctu BI' B eBpormeiickux crpa-
Hax paznuyatorcs ot 0,11 10 0,8 ciryyast Ha 100 ThIC. HaceaeHUs
B roJl, oKa3ateau pacrpoctpaHeHHoctd bI' — ot 0,5 mo 12,0
cnyyaeB Ha 100 Thic. HaceneHusl. DTO OTIMYKE YACTUYHO 00b-
SICHSICTCS PA3TUYUSIMU B TUATHOCTHKE 3a00JICBaHMS, a TaKKe
y4eToM oM mpeMaHudectHoIX hopm bI [4, 12—15].

B Haimeit BEIGOpPKE OLIEHUBATIOCH HAIMYME Y TTALIMEHTOB BPE-
HbIX TpuBbIYeK. Hapko3aBUCHMOCTb He BBISIBJIEHA HU Y Of-
Horo u3 nmauueHToB ¢ BI. KypeHnue u ankoroiusm B paBHOMR
CTeNeHU OBbUTH BBISIBIECHBI Y 6 (6,8%) mauuenToB ¢ BI' Tobko
MYXCKOTO oJIa.

K pabotaromieMy HaceneHM0 oTHOCHINCH 14 (31,8%) manmeH-
T0B; 13 HUX 10 xeHiuuH (39% OT 4MC/Ia MALMEHTOB XEHCKO-
ro noja u 71% ot ob6iuero yucia padoTAIOMIMX IALMEHTOB)
1 4 MyxurH (28% oT Yucna ManueHToB MYKCKoTo Toja u 29%
OT 00I1ero ynciaa paboTaomuX MauueHToB). TakuM 06pazoM,
4yacToTa BCTpeYaeMOCTH paboTarolux rnauueHToB ¢ bI' xeH-
CKOTO TI0J1a C BEPOSITHOCTBIO B 95% TIpeBbIlaia TAKOBYIO Y Ta-
LIUEHTOB MYXCKOTO M10JIa.

JLs1 conocTap/ieHusI JaHHBIX 00pa30BaTeIbHOM CTATUCTUKY 1a-
uueHToB ¢ bI' nucnonp3oBanack MexnyHapoaHas cTaHIApTHAs
Kinaccucukaimsa oopazoBanus (MCKO). ITokazarenu MCKO
y Bcex ManueHToB ¢ bI' BapbupoBaau oT ypoBHS 2 (HEMOJHOE
cpemHee 00pa3oBaHUe WM OCHOBHOE 001Iee 00pa30BaHMUE) 10
ypoBHS 6 (3aKOHUYEHHOE Bbicllee (OakagaBpuar) M IOCJIEBY-
30BCKO€ (MarucTpatypa, aclupaHTypa M T.J.) 00pa3oBaHUE);
CpeIHui mokKasareab cocTaBua 4,5 £ 0,9 (oT ypoBHS Hayajb-
HOTo NpohecCUOHATbHOTO 00pa30BaHMs O YPOBHS CPETHETO
npodeccuoHanbHOro odpazoBanus). Cpean manueHToB ¢ bI
’KEHCKOTO0 I10J1a YpOBHY 00pa30BaHMUsI BAPbUPOBAIH B Ipeeax
TeX Xe TIoKa3aTesIel, 9To M y 00IIero Yncia MalueHToB, Cpe-
HU 1MoKa3aTesb TakKe COCTABIJ COMOCTaBUMblE 3HAYCHUS —
4,5+ 1,1. Y mauueHToB MyXCKOT0 MoJia ypOBHU 00pa30BaHUs
KoJjiebaauch ot 3 (IojHoe cpenHee 0Opa3oBaHue) 10 6, cpel-
HU# mokaszaresib coctaBui 4,4 & (0,8, 4T0 COOTBETCTBYET 3HAYE-
HUSIM, TIOJTYYEHHBIM JUIS1 OOILEH IPYIIIIbI MaueHToB ¢ b

Bospact Hauana 3a0oeBaHMs y TMALMEHTOB OOIIEH TPYIITHI
coctaBun 9—73 roma (cpemHuit Bospact 38,2 = 11,4 roma),
YTO KOPPETUPYET CO CPeNHECTaTUCTMYECKUMU NaHHBIMU IO
mupy [10]; y mamueHToB XeHckoro mona — 18—69 ner (40,2 £
10,5 roma); y mareHToB MykcKoro mojia — 9—73 rona (36,2 £
12,3 roma). JlocToBepHBIX pa3nuuuii Bo3pacrta aebroTa 3a00-
JIeBaHUS B CpaBHUBAEMBIX TPYIIIIaX HE BbIABIEHO. ¥ 1 mamu-
€HTa MYXXCKOTO T10jla BO3pacT Havajia 00JIe3HU M0 aHAMHE3y
coctaBun 9 siet, Bospact oopamienus B IDIIubT PT — 19 ner;



Tom 14 Ne 22020

www.annaly-nevrologii.com

kommuectBo CAG-moBTropoB — 78. Bose3nn yHaciemoBaHa
IO OTIIOBCKOI JIMHMM. B KIMHMYECKO# KapTHHE Tpeodanan
AKMHETUKO-PUTUIHBIA CHHAPOM (IIPEIIONIOXHUTSIBHO BapH-
aHT Becrdans).

Crax 00J1e3HM Y TTAIIMEHTOB O0IIIei TPYIIBI cocTaBml 1—29 et
(B cpemHeM 9,5 * 5,5 roga); y MallMeHTOB XEHCKOTO Moja —
1-17 mer (8,8 * 3,8 roma); y mammeHTOB MYXKCKOTO IOJIa —
1-29 net (8,5 + 6,3 roma). JIocTOBEpHBIX pa3InuMii Bo3pacTa
ne0roTa 3a00/1eBaHIS B CPABHUBAEMEBIX TPYIIIIAX HE BBISIBICHO.

IMpu TIIATETEHOM OIPOCE MALMEHTOB U UCCIEI0BAHUM Bapya-
0eIbHOCTH KIMHUKY YCTaHOBJIEHO, uTo Yy 27 (61,4%) mauueH-
TOB 3ab0JIeBaHUE IE0I0TUPOBAJIO C MICUXMYECKUX PACCTPOICTB,
TaKMX KaK amaTusl, pa3apaXuTeNbHOCTb, TPEBOIa, AEMPECCHsl,
ay 17 (38,6%) — ¢ MOTOpHBIX mIposiBIeHMiA. Takum 00pa-
30M, 1e0I0T 3a00JeBaHMS B BUIE MCUXUYECKUX PACCTPOMCTB
y nauueHToB ¢ bI' Bctpeyancs B 1,6 pa3a yaiie, yeM 1e0I0T ¢
JBUTATENIbHBIX PacCTPOMCTB. Ta Xe TeHAEHIMs BhIsBIEHA IIPU
aHa/IM3e TeHIEPHOIO paclpeieeHus TaHHBIX: 3a00JIeBaHKE
HAYMHAJIOCh C TMICUXNYECKUX paccTpoiicTB v 17 (65,4%) maim-
eHtok 1 10 (55,6%) malueHTOB, ¢ MOTOPHBIX CUMITOMOB —
v 9 (34,6%) u 8 (44,4%) coOTBETCTBEHHO. Y MAIIUEHTOB C Ha-
cnenoBaHueM BI' o oTLOBCKO# JUHUM Ae0I0T 3a00/1€BaHUS
C MICUXMYECKUX PACCTPOMCTB BCTpedascs B 3 pasa yaile, yeM B
BUJIE JABUraTeJbHBIX paccTpoiicTB (75% 1 25% COOTBETCTBEH-
HO); y TTALIMEHTOB C HAC/IEAOBAHKMEM I10 MATEPUHCKOM IMHUK —
1ouTH B 2 pa3a vaite (64,7% u 35,3% cootBeTCTBEHHO). TakuM
00pa3oM, 10 HALIMM JaHHBIM, BI' BHe 3aBMCHMMOCTH OT I10J1a
M MYTH HAC/NEJOBAHMS JOCTOBEPHO dallle NeOIOTHPYET B BUIE
MCUXMYECKUX TIPOSBICHUI, YTO KOPPENUPYET C MUPOBBIMU
JaHHbIMH [16, 17].

[Ipn oLleHKe MOTOPHOTO CTaTyca MALMEHTOB OOIICH TPYIIIIEI
BBISIBJIEHO, YTO TSKECTh ABUIATEIbHBIX PACCTPOMCTB COCTABIISI-
eT 4—79 6amnoB (B cpeaneM 40,1 * 20,2 Ganna), cpeau nau-
eHTOK — 4—79 6amnoB (42,1 £ 20,3 6amna), cpeay MalMEHTOB
MyxcKoro nosia — 4—79 6amnos (37,5 £ 18,5 6amna). locrto-
BEPHBIX Pa3IMINi TSDKECTH IBUTATEIbHBIX PaCCTPOUCTB Y Ta-
LIMEHTOB MYXCKOTO 1 XXEHCKOTO I10J1a HE BBISBIICHO.

IToxazarenu oleHKM 00LIel (PYHKIIMOHAIBHOI CITOCOOHOCTH
BCEX MallMeHTOB BapbUpOBaIv OT 3 Mo 13 GaioB (B cpeqHeM
8,9 + 3,2 6ayna); y nauueHToK — 3—13 Gamwnos (8,9 + 3,3 Oan-
JIa); y MalMeHTOB MyXcKoro rmona — 3—13 6asios (8,9 + 3,1 Gan-
na). Takum 06pa3oM, TOCTOBEPHON pa3HULIbI 3HAUEHUI 001LEi
(DYHKIIMOHAIBHON CIIOCOOHOCTHM TMAIIMEHTOB IO IOJIOBOMY
TIPU3HAKY He BHISIBICHO.

VY nauuentoB ¢ bI' He 0OHApyXeHO 3aBUCUMOCTU TSKECTU
KIMHWIECKUX TPOSIBIIEHUI OT BO3pacTa Hayajla M cTaxa 0o0-
ne3nu. Cnabas xoppensiuus (r= 0,29, p < 0,05) obuieit GpyHK-
LIMOHAJILHOM CIIOCOOHOCTH OT CTaxa 00J1€3HM BhISIBJIEHA JIULIb
y TMALMEHTOB XEHCKOTO TI0JIa. YMepeHHasT KOPPEeSIHs TSKe-
CTM MOTOPHBIX CUMNTOMOB 0T KojuuyectBa CAG-MoBTOpOB
yCTaHOBJEHA Y mamueHToB ¢ bI, yHacnemoBaHHOM 1O OTIIOB-
ckoit munuu (r= 0,35, p<0,05), u cnabast Koppensuus — y na-
uneHToB ¢ BI, yHacienoBaHHON 1Mo XeHCKOM TMHUU. TaKecTh
KJIMHUYECKUX MposiBNeHUH y nauueHToB ¢ bI' ¢ pasHbM Ha-
ClIeIOBaHHMEM JOCTOBEPHO HE OTIINYAJIACh.

IeHeanornyeckoe ucciaenoBaHMEe BceX MAIMEHTOB BbISBUIO
paBHOE pacIpefie/iecHue Tepefadn 3a00J1eBaHMS TI0 OTIIOBCKOI
1 MatepuHcKoi TMHUIM — 36,4% u 38,6% COOTBETCTBEHHO,
12 (25%) manmeHTOB OTPULIAIM CeMEWHbII aHaMHe3 3a00J1eBa-
Husl. [Tpu oLigHKe reHeanornyeckux cBeieHui naiuueHToB ¢ bI'
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0 TeHIEPHBIM TPYIIIIaM Pa3Induil He ObUT0. TakKe YUMTHIBA-
JIUCh CPaBHUTEIbHbIC JaHHbIE Ne0oTa 3a00JeBaHUs Y «00Jb-
HBIX» POIMTENCH M TOCIEAYIOMIMX IIOKOJECHUH MaIMeHTOB.
Bospact ne61ota 3a00neBaHus y MPEAIICCTBYIOLINX TOKOJEHUI
y Bcex maueHToB ¢ BI' B cpenHem coctasui 41,6 £ 7,2 rona, a
y camux nanuenToB ¢ bI' — 38,2 & 11,3 rona; cpeay maunueHToB
xeHckoro nmoja — 40,7 + 7,34 roma npotus 40,2 + 10,5 roaa;
Cpeny IalUeHTOB MYXCKOro moja — 44,0 = 7,6 roga nmpoTuB
36,1 £ 12,3 rona.

Hamm naHHBIE MPOAEMOHCTPUPOBATM YK€ IOATBEPKICHHYIO
MHOTHMHU MEXIYHAPOIHBIMU HCCIEAOBAHUSIMU KOPPETIALIUIO
(r=10,29, p<0,05) Mexxmy BO3pacTOM Hayajga M KOJIUYESCTBOM
CAG-noBtopoB y nauueHtoB ¢ bBI' Myxckoro mona, T.e., yeMm
Boite 3KcnaHcuss CAG-TIOBTOPOB, TeM 0ojiee paHHUIA IeO0T
00JI€3HH, UTO TaKXKe MPOCAEKMUBAETCS 1O JTAHHBIM COBPEMEH-
HBIX MCClenoBaHMid o anuaeMuooruu bI' [18—20].

BrisiBeHO 1ocTOBEpHO O0JIee paHHee Hayaro 00JIe3HH y Malu-
€HTOB M MX ITPEIKOB IT0 OTLIOBCKOM JTMHUY (CpenHNe 3HAUCHUS
28,0 £ 7,6 u 41,2 + 6,9 roga cootBercTBeHHO; p < 0,05), uTO
TIPEICTABIISICT BO3MOXHBIM BBIIEIUTH PEHOMEH aHTHLIUTIALIVI
npu HacnenoBanuu BI' mo otoBckoii tuHuy. [1o naHHBIM K-
Tepatyphl, Ae010T 00e3HU — 0o0Jiee paHHMIA B MOCIEAYIOLIUX
MOKOJICHUSIX BBUIY (PeHOMEHA aHTHIUIIAIIMK, YTO CBS3aHO C
HEeCTaOMJIbHOCTBIO MYTAHTHBIX aJlIeJielt U HapaCcTaHUEM CTerle-
HU 3KCHAHCHHM (YBEeIMICHUEM YUCiIa TpUHYKIeOTHTHBIX CAG-
TIOBTOPOB), OCOOEHHO INpM Tepenaye IO OTLOBCKON JMHUU.
D10 mpoucxoaut Goiee yeM B 80% ciyuyaeB MeHOTHUECKMX
repejay B criepMatoreHese, TakuM odpasoM, ciaydau bI' B oc-
HOBHOM TepeAaloTcsl 1o OTHOBCKOM uHuM [19, 20].

I[Mlo pannpiM JIHK-muarHoctukyu mokasateid 3KCIIaHCUU
CAG-noBTopoB y Bcex nmanueHToB ¢ bI' B cpemHeM cocTaBuin
42,9 *+ 3,3; y malMeHToB KEHCKOTo MoJ1a M MYXXCKOTO Iojia —
41,5+ 2,3u 45,2 £ 5,3 COOTBETCTBEHHO.

¥V 7(15,9%) maHnudecTHBIX TALIMEHTOB YCTAHOBJIEHA O0JIee KO-
potkast iuHa CAG-1ioBTOpOB (36—39). U3 HUX 6 manmeHTOB
ObLTM 3KeHCKOro Mosa B Bo3pacte 48,0 + 12,0 neT 1 1 mauueHT —
MYKCKOro Tosia 58 JieT; cpeqHee konnyecTBo skcnancuit CAG-
nmoBTOpoB cocTaBuito 38,1 + 0,7, Bo3pacT Hauana OONe3HU —
40,9 £ 10,7 rona, crax 6onesnu — 8,6 + 5,1 roza.

V 42,9% manueHToB XeHckoro mojia bI' HaunHanzack ¢ CUXK-
YecKUX MposiBieHuii. BozpacT Havana 3aboseBaHus c1abo BIK-
ST Ha TIPOSIBJICHUS TSIKECTU MOTOPHBIX cumnToMoB (= 0,13,
p = 0,05). YcranosneHa cpennsisi koppeasuus (r=0,4, p < 0,05)
Mexny KoimmaectBoM CAG-TIOBTOPOB M BO3PAacTOM Hadvasa 3a-
0oJieBaHUSI.

IMpu cpaBHenun mauHbB CAG-TOBTOPOB OOHApYXEHO, 4TO
Cpelny MalxeHTOoB ¢ ATMHOM noBTopoB 40 1 Gonee mpeodaanaiu
JMua keHckoro nona (85,7%), a cpeau MaLMEHTOB C JJIMHOM
MOBTOPOB 36—39 TOCTOBEPHBIX TEHICPHBIX PA3INYMii HE BBISB-
neHo. Ilo Bo3pacty nebroTa, cTaxy 00Je3HM, KIMHUKO-aHAM-
HECTMYECKMM MapaMeTpaM TpyIIbl MalMeHTOB ¢ Pa3HOM AJ1-
Hoit CAG-TIOBTOPOB IOCTOBEPHO HE Pa3INYAIKCh.

3akmoyenue

HauGonee Beicokast pacnpoctpaHeHHOCTh BI' ycraHOBNIEeHa B
CeBEepO-3aMagHoil W CeBepO-BOCTOYHOIM dYacTsax Pecmybmuku
Tarapcran u coctapiseT 1,1 Ha 100 Tbic. HaceneHus1, YTO 3Ha-
YUTEbHO MEHbIIE, YeM B IPYrux perroHax Poccum, HO co-
MOCTaBUMO C MUPOBLIMU JaHHBIMM M MIPUOIMKEHO K Pacrpo-



OPUTMHAITBHBIE CTATBIA. Knuhyeckas HeBponorust

crpaHeHHocTH B EBpore. [IpranHOiT MOXeT OBITh Kak peaKast
00paIaeMoCTh MalMeHTOB, TaK M HU3Kasl pacCIpOCTPaHEHHOCTh
bI' B pernone. HamMu He ycTaHOBJIEHBI pa3auuusl pacnpocTpa-
HEHHOCTH B 3aBICUMOCTH OT HAIIMOHAJTBHOM IIPUHAIIEXHOCTH,
YTO PACXOIUTCS C MUPOBBIMM TaHHBIMU U MOXET OBITh CBSI3a-
HO ¢ MUTpaluell 00CIeNOBaHHBIX HAMH TalmeHToB. CpenHee
KonuuectBo nmoBTopoB CAG coctaBuno 42,9 + 3,3, a cpeaHuii
Bo3pacT aedtota 6os1e3Hu — 38,2 £ 11,3 roma. DT faHHBIE CO-
OTHOCSATCS CO CPEIHECTATUCTUICCKUMK MEXIYHAPOTHBIMU T10-
Kazatensamu. [1pu nepenaye 3abo1eBaHMs 10 OTLIOBCKOM IMHUU
BBISIBIICHO OoJiee paHHee Havyauo 00jIe3HU (CpeqHre 3HAYCHHS
28+ 7,6 m41,2 £ 6,9 roma cootBeTcTBEHHO; p < 0,05), 9TO TIpEA-
CTaBJIICT BO3MOXKHBIM BBIIEIUTh (DeHOMEH aHTUIMIALIAYN TIPH
HacnemnoBaHuu BI' ¢ yueToM HecTaOMJIBHOCTM M HapacTaHMS
CTeTICHM SKCIIAHCH TI0 OTIIOBCKOM JIMHUH B TIOCTICAYIOIINX IT0-
KoneHusx. [Icuxuueckue IposiBICHNUS, TAKME KaK aIlaThs, pas-
JPaXMUTETbHOCTh, OECTIOKOMCTBO, AeMpeccus, Ipeodnanaiy B
ne6tote 3a6omeBanust (61,4% ciydaeB), Kak ¥ B JOMUHUPYIOLIEM
qycjie HaOMONeHUI KoJuler U3 pa3HbIX cTpaH. Jlumib y 1 marm-
€HTa HaMW YCTaHOBJICH IpeIojIaracMblii BapuaHT Bectdans ¢
npeobnagaHeM B KIMHUYECKOM KapTHHE aKMHETHKO-DPUTH-
Horo cuHapoma. Ilaumentsl ¢ mmHoi CAG-noropoB HTT
36—39 ¢ KIMHMYECKUMU TIPOSIBIEHUSIMU BCTpedanuch B 15,9%
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dnunemuonorus 6oneHy MeHTUHITORa B TaTapcTaHe

cllyyaeB ¢ mpeoliagaHreM HaleHToB XeHcKoro mofa (85,7%).
Borpeku JaHHBIM JUTEpaTypbl O HETOJIHOM MEHEeTPAaHTHOCTU
MyTaHTHOro reda npu piuHe CAG-nosropoB 36—39 B Halem
HaOmoneHun BbisgBneHO 100% naimeHTOB ¢ MaHubecTanuein
BI' 6e3 mocTOBEpHO 3HAYMMBIX PAa3TUYMil TEHIEPHO-BO3PACT-
HBIX 1 KJIMHMKO-aHAMHECTUYECKMX TI0Ka3aTeleid.

B MexayHapomHOM HayYHOM COOOLIECTBE MPOBOAUTCS AKTUB-
HBIii MOMCK MAaTOTeHETUYECKOM U MOAU(PULIMPYIOLIEH TEpaTTUL:
HEMpOnpoTeKTOPOB — WHTUOMTOPOB aroNTO3a U OKUCIUTEIb-
HOTO CTpecca; MOJIEKYJ, OJIOKUPYIOLIUX arperauuio IOIUrIy-
TAMUHOBBIX OEJIKOB; KJIETOUHOM Tepanuu ¢ Mepecaakoit Moau-
(bUIIMPOBAHHBIX CTBOJNIOBBIX KJIETOK MU (heTATBHBIX HEPBHBIX
TKaHeit. MccnenyoTcss BO3MOXHOCTY T€HHOM Tepanuu, B Tep-
By1o ouepenp, hbeHomeHa PHK-uHTepdbepeHn ¢ eabo mo-
JaBeHus cuHTe3a mHtt ¥ CHUXXeHUS 3aTpyKeHHOCTH KJIETOK
MpPOAYKTaAMU HApYIIEHHOTO OeIKOBOro MeTabonu3Ma. OTU
HAIpaBJiIeHUs] MCCIeNOBaHUI BecbMa TmepcrekThBHbie. Ompe-
JieJIeHWe PacTpOCTPaHEHHOCTU, YTOUHEHKE TeHIEPHOro, BO3-
PAaCTHOTO COCTaBa, YCTAHOBJIEHUE KIMHUKO-TEHETUYECKUX
ocobeHHocTed 1 TeueHust bI' B pasnnyHbIX NOMynsiusX npu-
o0peTaeT B 3TOi CBSA3M BaXKHOE HAYYHOE M MPAKTUYECKOE Me-
JIMKO-COLIMAIbHOE 3HAYEHME.
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