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OnbIT COBMECTHOro BeAeHNs 60N1bHOro xopeem
[eHTUHIrTOHaA cNeuuannMcTaMm HeBPOJTIOrMYECKOoro
N cToMaTonornyeckoro npocduns c npuMeHeHnem
TeTpabeHa3nHa

M.T. Cokonosaq, B. A. LLlasypos, I'. U. LBapumaH, A. A. MutoaeHko, H.C. CoTHMKOB

PreOY BO «CeBepo-3anaAHbIM rOCYAQPCTBEHHBIM MEAMLIMHCKUI YHMBEPCUTET MMEHU M. M. MeyHMKoBa) MnH3Apasa Poccun,
CaHkr-Metepbypr

.

=

M.T. CokoaoBa H.C. CoTtHuKoB

I.N. WsapumaH

B.A. LLasypos A.A. TIUTOAEHKO

PE3IOME

Xopesi TeHTMHITOHA — HAOCAEACTBEHHOE MPOrPeCcCcHpyloLLiee 3a060AeBAHUE LLIEHTPAALHOM HEPBHOM CMCTEMbI C MOPAXKEHMEM SKCTPAMUPAMMAHbIX
CTPYKTYpP: 6A30AbHbIX SAEP, CTPUATYMA, CYyBTAAAMMYECKOrO SAPQ C MOBbILUEHMEM AKTUBHOCTHM LLEHTPAAbHbLIX AOCDAMUHEPTNYE CKMX
MyTeH 1 PA3BUTMEM HEBPOAOTMYECKMX, MCUXMATPUYECKUX M IMOLMOHAABHO-AMYHOCTHBIX HApYLLEHMi [1, 17]. 3a6oAeBaHMEe HaCAeAyeTCs
0 AyTOCOMHO-AOMMHAHTHOMY TUIMy. YOCTOTA BCTPEYAEMOCTH BOAE3HU [€HTUHITOHA KOAeBAETCS OT 3 A0 17 caydaeB Ha 100 TbiCaY XUTEAEH,
COCTQBASS B CpeAHem 5-7 cayqyaes Ha 100 Teicsy HaceaeHus Poccim [2]. Passutie GOAE3HM CBA3AHO C IKCMAHCHEN TPMHYKAEOTUAHBIX
nosTopos CAG (LMTO3MH-QAEHMH-TYQHWH) B MePBOM 3K30HE reHa HTT, KOAMPYIOLLLEro 6eAOK reHTUHITUH. DTa SKCNAHCKS TPUHYKAEOTMAOB
(AAMHHbIE Y4OCTKM OCTATKOB IAYTAMMHA) MPMBOAMT K M3BUPATEABHOM MOTEPEe HEHPOHOB, KOTOPbLIE CBS3bIBAIOT MOAOCATOE TEAO M OAEAHbIN
Lap. DTO MPUBOAMT K MOTEPE TOPMO3SLLENH AKTMBHOCTHM U YCHMAEHMIO BO3DYXKAQIOLLLETO MMIMYALCA, YTO CMOCOBCTBYET HEKOHTPOAUPYEMbIM
ABUKEHMIM. K COXKAAEHMIO, MEAMKAMEHTO3HOE A@YEHUE HE 3AMEAASET MPOTPECCUPOBAHME ITOTO 3AOOAEBAHMS (CMEPTh HACTYNAET B TEYeHME
15-20 AeT). AKTYQAbHbIM BOMPOCOM SBASETCS MOBbILLEHME KQYECTBA XM3HM BOAbHbIX XOPeeH eHTMHITOHA M OKQ3QHME MEAMLIMHCKMX YCAYT
HQ AOAXKHOM ypoBHe. OCOBEHHO QKTYQAbHO 3TO HAMPABAEHME B OKA3QHMM CTOMATOAOTMYECKOM MOMOLLM GOAbHBIM XOpeer [eHTUHITOHA.
BcaeAcTBme BbIPAXKEHHOTO MNepPKMHETMYECKOrO CUHAPOMA M HOAMYMS HOCHAbCTBEHHbBIX ABUXKEHUM B MbILLLLAX PYK, TYAOBMLLIA, LLEM M AMLO
CTOMQTOAOTMYECKAS MOMOLLL STUM BOAbHbIM MPAKTUYECKM HEBO3MOXHA. B HOCTOsLLEE BPEMS CTOMATOAOTMYECKOE BMELLATEALCTBO
MPUMEHSETCH HO gPOHE HAPKO3a BOABHOTO, OAHAKO BOAbHbBIE OTMEYQIOT, YTO MPM YACTOM MCMOAL3OBAHMM HAOPKO3A MMEET MECTO YXYALLIEHUE
COCTOSHMS BOABHOTO U YCUAEHME TMNEPKMHETMHE CKMX CUMMITOMOB. MOXHO OTMETHTb, YTO MPEenapar TeTpabeHa3nH CHUXAET BbIPAXKEHHOCTb
rMNepPKUMHEe30B 1 MCMOAb3YEeTCS BO MHOMMX CTPAHAX [5]. HO B HOLLEM CTPAHE AQHHbIA NPEenapar eLLe MAAO 3HAKOM LUMPOKOMY KPYry
CMeLMaAnCToB. B npoLecce AMHaOMMYECKOro HaBAIAEHUS BOALHOM Xopeei [eHTUHITOHA M MoABOPa TePANeBTMIECKOM AO3bl MPenapara
TeTPAbEeHa3nHA YAQAOCH MPOBECTH TPM TAMNA CTOMATOAOTMYECKOM MOMOLLM MaAUmeHTKe 6e3 MCNOAb30BAHMS O6LLEro HAPKO3d. OAHUM
13 QKTYQAbHbIX BOMPOCOB AMHOMMYECKOTO HABAIOAEHMS BOAbHBIX XOPeeH [eHTMHITOHA SBASETCS TAKXKE BbIGOD LUKAAbI AAS OLLEHKM BbIDAKEHHOCTH
KAMHWYECKMX CUMMITOMOB 3000AEBAHMS.

KAKOYEBbBIE CAOBA: xopes [eHTUHITOHA, KQYeCTBO XXM3HM, CTOMATOAOIMYECKAS MOMOLLIb, AEHEHME.

KOH®PAUKT UHTEPECOB. ABTOPSbI 3QSBASIOT OO OTCYTCTBMM KOHQDAMKTA MHTEPECOB.
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Experience of joint management of patient with Huntington's chorea
by neurological and dental specialists with use of tetrabenazine

M. G. Sokolova, V. A. Shavurov, G.l. Shvartsman, D. A. Pitolenko, N.S. Sotnikov

North-Western State Medical University n.a. I.I. Mechnikov, Saint Petersburg, Russia

SUMMARY

Huntington's chorea is a hereditary disease causing progressive degeneration of the central nervous system with the damage to extrapyramidal
structures: basal nuclei, striatum, subthalamic nucleus with increased activity of the central dopaminergic pathways, with the development of
neurological, psychiatric, and emotional/personality disorders [1, 17]. The inheritance pattern of the disorder is autosomal dominance. The prevalence
of Huntington's disease ranges from 3 to 17 cases per 100,000 population, averaging 5-7 cases per 100,000 population in Russia [2]. The development
of the disease is associated with the expansion of CAG (cytosine-adenine-guanine) trinucleotide repeats in the first exon of the HTT gene encoding the
huntingtin protein. This expansion of trinucleotides (long sections of glutamine residues) leads to the selective loss of neurons that connect the striatum
and the globus pallidus. This leads to a loss of inhibitory activity and an increase in the excitation impulse, which leads to uncontrolled movements.
Unfortunately, medical freatment does not slow down the progression of this disease (a lethal outcome occurs within 15-20 years). Improvement
of the quadlity of life of people with Huntington's chorea, with the provision of medical services at an appropriate level, remains an urgent issue. This
direction is especially relevant in providing dental care to patients with Huntington's chorea. Due to the pronounced hyperkinetic syndrome and
compulsive movements in the muscles of the arms, frunk, neck and face, it is almost impossible to provide dental care for these patients. Currently,
general anesthesia is used to enable dental intervention, but patients note that with frequent use of anesthesia, the patient's condition deteriorates,
with anincrease in hyperkinetic symptoms. Tetrabenazine is known to reduce the severity of hyperkinetic symptoms and is used in many countries [5].
However, in our country many specialists are not familiar with it. During the follow-up of a patient with Huntington's chorea, with the selection of a
therapeutic dose of tetrabenazine, it was possible to provide three stages of dental care for the patient without the use of general anesthesia. The
material presented in the article can provide useful information on the use of tefrabenazine in patients with Huntington's chorea.

KEY WORDS: Huntington's chorea, quality of life, dental care, treatment.
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AKTyaJIbHOCTh

Xopest [eHTHHTITOHA SIBISIETCS MAIOKYypaOenbHBIM 3a0051e-
BaHHUEM, PUBOISAIINM K MHBATHAU3AIHMN 0015HOT0. OCHOBHBIM
KJIMHAYECKUM IPOSIBIIEHUEM XOper [ eHTHHITOHA SBIISIETCS XOpeo-
(hOPMHBI THIIEPKUHE3, XapaKTEPU3YFOIHIACS TOBOIEHO OBICTPBIMH,
HEPUTMHUYHBIMH, HEKOOPIAUHUPOBAHHBIMHU HACHIILCTBEHHBIMU
JIBIDKCHISIME, KOTOPBIC IMUTHPYIOT KOMITOHCHTBI OOBIYHBIX KECTOB
(MHAMHKH), HO SBIISIOTCS OOJIee yTPUPOBAHHBIMU M BRIy PHBIMH [3].
['inepkuHe3bl BO3HUKAIOT B pyKaxX, HOTaX, TYJIOBHILE, MUMUYECKOM
MYCKYJIaType, 4TO 3HAYUTENILHO YXY/IIAET KA4EeCTBO KU3HU U IIpe-
MATCTBYET CaMOOOCITYKHBaHUIO OOJBHBIX. B HacTosmee Bpems
Teparus HalpapjIcHa Ha MOABICHAE XOPEO(POPMHOTO THIICPKH-
He3a 1 aXUTaLKU C TOMOLbIO HEUPONIENTUKOB, OJJHAKO BHICOKHE
JI03BI ITPETIAPATOB OKA3BIBAKOT MTOOOYHBIC 3D(EKTHI — COHIIMBOCTD,
3aTOPMOXKEHHOCTb, anaruio [5]. B kauecTBe anbTepHATUBHOTO
Tpernapara MOXeT ObITh HCTIONB30BaH TETPAOCHA3MH, KOTOPBIH Ha-
pylIaeT MeTaboIi3M OHOTeHHBIX AMUHOB — CEPOTOHUHA, TO(haMITHa
Y HOpaJpCHAJIMHA B MO3Te, HHTHOUPYET 00PATHBIN 3aXBaT MOHO-
AMHHOB B HEPBHBIX OKOHYAHUSIX MMPECUHANTUYECKIX HEHPOHOB
LEHTPAIbHOW HEPBHOW CUCTEMBL, YTO MPUBOJUT K YMEHBLIECHUIO
KOJINYECTBA MOHOAMHHOB, B TOM YHCIIE 10(paMHUHA B TOIOBHOM
Mosre. Vcromenne nohaMruHa IPUBOAUT K TUTIOKHHE3HH, CIIO-
COOCTBYIOLIEH CHIUKEHHUIO TSDKECTH XOpeH [4].

ean uccenoBaHus

OnruMu3anus METUKAMCHTO3HOW TEpaITiy, HalPaBJICHHOM
Ha CHIDKCHUE THIICPKUHETUICCKOTO CHHIPOMA Y OOJBHOI
xopeeit [eHTHHTTOHA [ TPOBEICHUS KOMILUIEKCHOTO CTO-
MaTOJIOTHYECKOTO JICUCHUS.

Marepuajibl M1 MeTOAbI

Ha nporspkennn 3 et npoBOAMIOCH AMHAMHYECKOE Ha-
6nronenue 6onbHOI [1. lnarnos «xopest [eHTHHrTOHA) OBLI
mocrasiieH B 2016 roxy, 3a0oneBanue mporpeccuponaio. Mo-
JIEKYJISIPHO-TEHETHUECKOE 00CIIeI0BAHUE BBISIBIIIO MY TAIHIO

B rene HHT: 42-GAG nosropa, npuBoasieil B 98 % ciydyaes
k Oone3nu ['eHTHHTrTOHA. B XO0N1€ MIccae10BaHMS IPOBOANII-
¢4 KJIINHUKO-HEBPOJIOTUYECKUI OCMOTP C HCIOJIb30BAHUEM
OILIEHOYHBIX MIKAJ — YHU(PHUIMPOBAHHOM LIKaJIbI OLIEHKH 00-
ne3nu ['enrunrrona (UHDRS-Motor), mikassl HOBceAHEBHOM
akTuBHOCTH nIpu Xopee I'entunrrona (HD-ADL), mkansr
HaOJIoNeHNs 3a oBeieHneM npu xopee Ientuarrona (BOSH).

UHDRS-Motor — yHuduuupoBaHHas IKaia OLEeHKH XOpen
['eHTHHTTOHA, KOTOPAsl OLICHUBACT KJIMHHUYECKHE U (PYHKIINO-
HaJIbHBIC TIPOSIBJICHHUS: ABUraTebHYI0 (QyHKIHIO (15 MyHKTOB,
onenka ot 0 10 4); KOTHUTHBHEIE (DYHKINHU (BKJIIOYAst TECT
(oHeTHueCcKol BepOaIbHOM OEIII0CTH, TECT CHMBOJIBHBIX
mudp u Tect Ha uHTepdepeHnnio CTpyna); OTKIOHEHHS B I10-
BEJICHUH (OLIEHKA YaCTOTHI M BHIPAKEHHOCTH CUMIITOMOB OT 0
110 4) 1 QYHKIIMOHAIBHYIO CIIOCOOHOCTH (BKJIFOYAS IIKATTY
(yHKIMOHAIIBHOM CIOCOOHOCTH 110 IIKaJie XOpeu | eHTHHTTOHa,
olneHUBaeMyIo 1o mkaie ot 0 1o 2 nim 3 6aJuIoB; MIKaIy He-
3aBUCUMOCTH, olieHnBaeMyto oT 10 1o 100, 1 KOHTpOIBHBII
CIMCOK OOIIMX ITOBCEAHEBHBIX 3a/1a4, OL[CHUBAEMBIX C IOMO-
LIbI0 BAPUAHTOB OTBETA «J1a» WM «HeT»). llkana ycnemHo
TIPUMEHSIACh JUIsl XapaKTePUCTUKY IBUTATEIIbHBIX TPU3HAKOB
Y CUMIITOMOB B MHOTOUHUCIIEHHBIX KIMHUYECKUX HCIBITAHUSIX
1 00CepBallMOHHBIX UCCIIEAOBAHMUIX 3a OCIIEAHUE JBa JIECs-
TrieTHs. VIMeHHO M03TOMy Halll BEIOOp OBUI CAENAH B MOJIB3Y
JaHHOM mmikanel. OnHako npu ucnonbzoBannu UHDRS-TMS
cleayeT OTMETUTb, YTO Pa3Hble BUTATEIbHbIE NPU3HAKU
HUMEIOT pa3Hblil Bec. OLieHKa XOper IPOBOAUTCS B CEMH pas-
JIMYHBIX 00aCTSAX Tena, KaXaas U3 KOTOPbIX BHOCHT CBOM
Bkia B onuH noanyHkT B UHDRS-TMS, oxBatbiBas 1uana3oH
ot 0 no 28 6amnoB. TakuM 00pa3oM, 3IEMEHTHI XOPEH COCTaB-
ns110T 23 % ot UHDRS-TMS. CocTosiHMEe TOXOAKU U PaBHO-
BECHs OLIEHUBAETCS TPEMs NOAITYHKTaMU. TakuM oOpazom,
YTOOBI MPABWIIEHO CyIUTH 00 3 ()EKTUBHOCTH JICUCHHUS, HaM,
BO3MOXKHO, ITPUJIETCS PACCMOTPETH OTBETHI, HAOIIOIaeMbIe
B koHKpeTHBIX noamynkrax UHDRS-TMS [18]. Takxke ciue-
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JyeT OTMETUTb, YTO CIy4alHOE YIyUllIeHUE WIH YXyALLCHUE
B onHOoM 13 yHkToB UHDRS-TMS MoxeT uMeTh 3HaueHue
U HE OTpakaTbCs B UTOTOBOM OLICHKE.

Haubonee mmpoko UCTIoNIb3yeMbIM ITOKa3aTeneM ABUraTelb-
HOM (pyHKIMH 11py Xopee [ eHTHHITOHA sIBIIseTCst 001Iast OLleHKa
neurarenbHoit aktuBHOCTH (TMS) o yHMUIpOoBaHHOM
mkae oreHky 6onesnn Xantuarrona (UHDRS) [10]. beum
MPOJEMOHCTPUPOBAHbI 3HAYUTEIBHBIE KOPPEISILIUYA MEXKIY
CHMITTOMaMH XOpeH [ eHTHHITOHa 1 00bEMHBIMH IT0Ka3aTeNsIMU
MIOJKOPKOBBIX CTPYKTYDp [7, 9, 14, 12, 17]. CBa3b Mex 1y IIO-
OaJIbHBIM KOJIMYECTBEHHBIM HEBPOJIOTHUECKUM 00CIIeIOBaHUEM,
KOTOpOE OXBaTbIBAET JIBUTATEIbHYIO (PYHKIHIO, 1 00BEMOM
T10JI0CATOTO TeNa OblIa YCTaHOBJICHA B KOTOPTE IAI[EHTOB C
xopeeil 'entunrrona. IlocTykuBaHue nanslamMu B TEMIIE, KOTO-
poe OKazasoch YyBCTBUTEILHON MEpPOi ABUTaTelbHOM (QyHKIMH
Jlake y MalMeHToB ¢ Xxopeer I'enTunrrona [16], koppenupyer
¢ oO0beMamu oocaroro tena [ 15] u BepxHeit BUCOUHOM H3-
BWJIMHBI, a TAKOKe ¢ MoKazareisiMu aud@ys3uu Oeroro BemecTsa
B II0JIOCATOM TeJIe, Pe(POHTAIBEHOM, BUCOYHOM U TEMEHHOU
obmactsx [6, 13]. Tak, TUIIEpKUHE3BI B MBIIIIIAX S3bIKA CBA3aHBI
C IOpaKEHUEM I10JI0CATOr0 Teja U JAereHepanueii 6esoro Bere-
CTBa MO30JIUCTOTO Tena [ 15]. YMeHbIeHre 00peMa ImoaocaToro
TeJla U BOJIOKOH, HAIIPABJISIFOIIMXCS K ITIa30ABUTaTEIbHBIM
sIIpaM B CPETHEM MO3Te, KOPPEIUPYET ¢ HapyIIEHUEM Ia30-
BUTATEIILHOM (pyHKIUH [ 15], ¥ 3TO ONTBEPKIACTCS TaHHBIMU
I y3MOHHOM BU3yaIM3aliy, KOTOpast O3BOJISIET OLIEHUBATh
BOJIOKHA BBIXOJISIIITME U3 mosiocartoro Tena [11].

HADS — rocnurasibHas 1IKaja TPEeBOTH U ACTIPECCUU ISt
OLICHKH KauyeCTBa )KU3HH HALMEHTOB ¢ 00JIe3HbI0 [ eHTHHT TOHA.
[lkaia, paspaborannas A.S. Zigmond u R. P. Snaith B 1983 rony,
OTHOCHTCS K OIIPOCHUKAM IS CAMO3AIIOIHEHUs], CKDUHUHTOBBIM
METO/IaM BBISBIICHUS TPEBOTHU U JIETIPECCUH Y IIHPOKOIo Kpyra
MIAIMEHTOB, B TOM YHCIe B o0ImemMeanuHckoi cetu. [lkama
HADS BanmuansupoBana B Poccun (pycckas Bepeusi: A.B. As-
npromierko, M. FO. JIpoomxkes, A. B. JloopoBonbckwit; 2003).

PesynbTarnl

AHaMHeCcTHYEeCKUE U HEBPOJIOTUUECKHE JaHHbIE: MallUeHTKa
11, 59 net, npeabsBISICT XKAaN0ObI HA HACHITLCTBCHHBIC JIBIDKCHUS
MBILLI] JIMLIA, TYJIOBHILA PYK K HOT, KOTOPBIE MOSIBUIICH OKOJIO
5 net Hazaa. OTMEUaeT, 9YTO0 cCaMOOOCTYKUBAHUE 3HAYUTEITEHO
3arpynHeHo. B mocnemaue nonrona 0oIbpHAs cTana 0TMEYaTh
0omu B 3y0ax BepXHEH M HIYKHEH YEITFOCTH TIPU IPUEME TIHIIIH.

B HeBponornyeckom craryce: O0JIbHAS B CO3HAHUU, KOH-
TaKTHA, OPUCHTUPOBAHA B ce0c U OKPYXKAIOIICH 00CTAaHOBKE,
otMedaercst xopeodopMHbIA runepkune3. Co CTOPOHBI YePEITHBIX
HEpPBOB: HACUJILCTBEHHBIE IBUYKEHHS MBILLIL] JTULEBOI MyCKyIia-
TYpBbI, JKeBaTEJIbHbIE IBUKEHUS, CAKKAIUUECKHE IBHKEHUS IV1a3
10 TOPU3OHTAIU. DNEeMEHThI An3apTpru. CUIIOBBIX IAPE30B HET,
TUIIEPKUHE3bI TIPE/ICTABIEHBI MHOXKECTBEHHBIMU HACHIILCTBEH-
HBIMH JIBIDKCHHSIME B MBIIIIAX JIMIA, pyKaX u Horax. [Toxonka
IO TUIY TaHILYIOIICH, HO B IIOKOE HMEET MECTO IPeodiIaIaHie
TOHUYECKOTO HANPSKEHUS] B HOraX ¢ BHIBOPOTOM BHYTpPb. [11y-
6oxkwue peduekch ¢ pyk D =S, sxxuBbie; ¢ Hor D = S, 0)KUBIICHBL
Tonyc mbimax pyk D = S, cHuskeH; ToHyC B Mblmnax Hor D =
S, TOBBIIIICH, 10 THITY 3y04aToro Kosieca. UyBCTBUTEIBHBIX Ha-
PYLICHUH He peabsBIisieT. KoopauHaTopHbIe POOKI HE OLICHHT.
B mo3e PombOepra HeycToiiunBa. MeHHHTEATBHBIX 3HAKOB HET.
Ha momenT ocmotpa no mkase UHDRS-Motor cymma 6annos

y MalUeHTKH poBHsIach 72, o mxane HADS tpesora u nenpec-
cusi — 14 u 12 6amtoB coorBercTBeHHO (11 0aI0B 1 BBILIE COOT-
BETCTBYET KIIMHUYECKH BBIPRYKEHHOM TPEBOTE HIIN ACTIPECCHH).
Brino nmpoBeseHo cromaroornyeckoe o0ciae10BaHue.
OcHoBHoe 3a0oseBanue: K 04.04 — xpoHn4eckuii s3BeHHBIH
myasruT 36-ro 3yoa. ComyTcTByOIIEee 3a00aeBaHme: O0Ha-
pyxeH Opykcusm F 45.8, BoI3BaHHBIN CITA3MOM >KEBaTEIIb-
Hb1X MbImI; K 03.0 — noBeIieHHOE cTHpaHue 3y0oB. Beuto
PEKOMEH/IOBaHO MPOBEJCHUE JICUEHUSI ITyJIbIHUTa 36-T0 3y0a,
HU3TOTOBJICHUE U YCTAHOBIEHUE KalIbl AJI CHIDKCHUS 13-
OBITOYHOTO AABJICHUS W HAIPSDKECHUS KEBATEIBHBIX MBIIII]
U BUCOYHO-HIDKHEUETIOCTHOTO CyCTaBa, KOTopas B TOM YHCIIE
3aIIMIIAeT TKAHU 3yOOB OT IaTOJIOTMYECKOTO0 CTHUPAHUSL.
ITnaH cTOMaTONOrNYECKOTO JIEUEHHs BKIIIOYAI YETIPE 3Tama:
1) mpoBeneHueE JIeYeHHs KapHueca, SHI0AOHTHIECKOE JIeUCHUE
TI0J1 MECTHOH aHeCTe3ni, SKCTUPIIALKS ITYJIbITBI 36-T0 3y0a, Me-
XaHMYECKast 1 MEeIMKaMEHTO3Hast 00pabOTKa KOPHEBBIX KaHAJIOB
3y0a, BBEICHHE B KaHAIIBI 1aCTBI HA OCHOBE M'MIPOOKUCH KaJIbLIHs,
MIOCTAHOBKA BPEMEHHOM IIOMOBI; 2) CHATHE BPEMEHHOTO IIVIOM-
OMpPOBOYHOTO Marepralla, MeXaHH4ecKas 1 MeIMKaMEHTO3Has
00paboTka KOPHEBBIX KaHAJIOB 3y0a, IIIOMOMPOBaHUE KOpHE-
BBIX KaHAJIOB 36-T0 3y0a, OCTaHOBKA MOCTOSTHHOM IIIOMOBI; 3)
JUAarHOCTHKA, CHATHE AUATHOCTUYECKOIO OTTHCKA C BEpXHEH
W HIDKHEH YeIFOCTel; 4) M3rOTOBJICHUE WHIMBHIYaTbHOMN KaIlITbl
(oxono nenenu). [lpumepka u npunacoska karmel. [Iposenenuio
CTOMATOJIOTUUECKOTO JICUEHUS! ITPEISTCTBOBAIM BEIPAXKEHHbIC
THIIEPKUHE3bI, KOTOPbIE COXPaHIINCh Ha (oHe mpremMa HeHpo-
JIETITHKOB. bosbHas 0TKa3bIBaIaCh IPOBOIUTS JICUEHHE 3y00B
11071 OOIIM HAPKO30M, BCIIE/ICTBHE ITOTO OBLIO PEKOMEH/IOBAHO
Ha4aThb TE€PaNUI0 TMIEPKUHETUUECKOTO CHHAPOMA IIPEnapaToM
TeTpabuHasuH B 1o3e 12,5 Mr Tpu paza B cytku. Ha one npruema
npenapara (14 nueit) GonpHast /1. cTayia oTMedarh 3HAYUTENIBHOE
yITy4IlIeHUEe: HACUIBCTBEHHBIE IBIKEHUS B PyKaxX U Ha JIUILE CTa-
71 GECTIOKOUTH 3HAYUTENBHO MEHBIIIE, TOSBHIIACh BO3MOXHOCTb
BBIIIOJIHATE OBITOBYIO paboTy 1o 1oMy. OTHaKo 3HAUYMTETbHBIX
YITYYIICHUH XOABOBI HE TIPOU30IILI0, COXPAHSIIACh TAHIYIOLIAs
noxozka. [Tokazarenu no mkaie UHDRS-Motor pasasl 50, uto
Ha 12 myHKTOB MeHblle M3HaYanbHbIX, faHHble HADS — tpeBora
u nenpeccus — 7 1 S 6amioB cooTBeTcTBeHHO (0—7 6aIoB SBIS-
€TCsl OTCYTCTBHEM BBIPXXEHHOCTH TPEBOTH M Aenpeccu). bpuio
PEKOMEH/IOBAaHO YBEIMYUTH 103y Mpenapara 10 25 Mr Tpu pasa
B CYTKHU — y OOJBHOM /1. COXpaHMIICS TIOJI0KUTENBHBIN Tepares-
THYECKUH 3QPEKT CO CTOPOHBI PYK, 3HAYUTEIBHO YMEHBIINIINCH
HACUJIbCTBEHHBIC JABMKEHHS B )KEBATEIILHON U MUMHYECKON My-
CKyJIaType, HO B HOrax ObUIO OTMEUEHO IOSIBIICHHE THIIEPTOHYCA,
1 OOJBHOM CTaJIo TPYIHEE MEPEIBUTAThCS. ITO 00CTOSTENECTBO
TIO3BOJIIIIO Pa3paboTaTk cxeMy NpuemMa npenapara TerpabuHa-
3HH C Y4€TOM IPOBEJICHUS CTOMATOIOTMYECKUX MEPOIPUATHI
U YYUTHIBAS XKeJlaeMoe KauecTBO KU3HH OonbHONH. COBMECTHO
CO CTOMATOJIOTaMH OBLJT OIIpeJIeNIeH TUIaH JICUSHUsI, MEeXIy MO-
CEICHUSIMU OBLT HHTEPBAN 14 JHEH, B TEYEHHE KOTOPOTO J03Y
nperapara U3MeHsUIN, MaKCUMaJIbHast CyTOYHAs! J103a TeTpalOu-
Ha3MHA COCTAB/IANA 75 MI B IEHb CTOMATOIOTMYECKOTO IIPHEMa,
Jlajiee KOHIICHTPALUs CHIDKATIACh 10 37,5 MT' B CyTKH (cM. puc.).
Takum 00pa3om, ObLIO, C OHOM CTOPOHBI, TOCTHTHYTO BBI-
paXXEHHOE CHIDKEHHE TUIIEPKUHETUYECKOTO CHHAPOMA, C APYTroi
CTOpPOHBI — TOOOYHOE JEHCTBUE B BUJE THIIEPTOHYCA B HOrax
nMeIto kparkoBpeMeHHbIH 3¢ dekrt. [Tocie nposenenus cro-
MaToJIOTMYECKOT0 JISYCHHUsI OBLIO PEKOMEHIOBAHO YMEHBILINTh
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J03y npernapara 1 BEPHYThCA K UCXOAHBIM
Ha3HaYeHHsIM. bbl1a oTMeueHa cTa0uIIn-
3alud COCTOAHMA: TUIICPKUHE3BI B PYKaxX
W Ha JIMIE CTaJIu MEHBIIICH YaCTOThI U aM-

M3MeHeHMA KOHLEeHTpaUmnK CyTO4HOM A03bl TeTpabuHasmHa
Ha NPOTAXMEHWEe CTOMAaTONOrMYecKoro nederus bonbHoi M.
80 75 75 75 75

IUIUTY/IBI; B HOraX TMIIEPKUHE3bI COXpa- H 10
HSUTUCB, HO MBIIIEUHBIA TOHYC CHU3UIICS S 60
1 OONbHAS CTaNA IIePeIBUraThCs M0 KBap- z 50
tupe. [launenTka /1. He NpeabABISIET E 40
»KaJio00b! Ha 3yOHbIe O0mu. [lokazarenu: g 30
no mkaie UHDRS-Motor —46; HADS: B
TpeBora u jernpeccus — 6 u 4 6aJuIoB. g =
= 10
BeiBoanl e 1 7 14 21 28 35 a2 49 56
IIpumenenue y nanueHTku I1. —Panl 37,5 75 37,5 75 37,5 75 37,5 75 37,5

C IUaraso3omM «0oie3Hb I eHTUHI TOHAY
npcernapara TeTpa6I/IHa3I/IH CHH3UIIO
BBIPAKCHHOCTDb TUIICPKUHETUYICCKOTO
CUHApOMaA, 3TO MO3BOJIUIIO MPOBECTHU
HCO6X0,HI/IMOG CTOMATOJIOTUYECKOC
JIeueHHe Oe3 UCIOIb30BaHMS o6mer0

Amu HaBmogeHun

PUCYHOK. M3mMEHEHME CYTOYHOM KOHLLEHTPALMW TETPABUMHA3MHA Y BOABHOM [1. HO NMPOTHKEHMM
KYpPCQ CTOMATOAOTMYECKOTO A€YEHMS.

Cnuncok autepaTtypsl / References

1.

MarapmoLuknH C. H. AHK-AMQrHOCTHKG M MEAMKO-TeHEeTHYeCKoe KOHCYAbTMPOBAaHMe. Mocksa, 2004. 350 c.
lllarioshkin S.N. DNA diagnostics and medical genetfic counseling. Moscow, 2004.350 p.
UanapmotukuH C. H., MBaHoBa-CmoaeHckas M. A. ApoxareAbHble rmnepkuHessl. PYKOBOACTBO A BPAyek. MOCKBQ,

lllarioshkin S.N., lvanova-Smolenskaya I. A. Trembling hyperkinesis. A guide for doctors. Moscow, 2011. 306, with ill.
SKCTPAMMPAMMAHbIE PACCTPOMCTBA: PYKOBOACTBO MO AMQTHOCTHMKE M A@YEHMIO MOA peaakLmelt B. H. LLiToka. Mockea, 2002. 280 c.
Extrapyramidal Disorders: A Guide to Diagnosis and Treatment, edited by V.N. Stock. Moscow, 2002. 280 p.

tOamHa E.H., KoHosanos P.H., PeanH M. A., KatoruHmkos C. A., MarapuolukuH C. H. AncbcbepeHLMaabHAs AMArHOCTUKA
XOpeu: CAy4au 13 MPaKTUKKU. HepsHble 6oae3Hu. Ne 3. 2011. 36-39.

Yudina E.N., Konovalov R.N., Fedin P.A., Klyushnikov S. A., lllarioshkin S.N. Differential diagnosis of chorea: a case from

Hapko3a. MOKHO OTMETHTh, YTO B3a- = 2011306 e

HMOJIEIICTBUE CIIENUAIUCTOB HEBPO-

JIOTHYECKOTO ¥ CTOMATOJIOTHIECKOTO >

npoduiIeil M03BONIIIO yIYULIIUTh Ka- 4.

YECTBO XHU3HU OOJBHOI (110 TaHHBIM

MIKAJIBI HADS) U 3HAUYUTEJIBbHO CHHU- s practice. Nervous diseases. No. 3. 2011. 36-39.

3UTb NOKA3aTCJIM TPEBOTU U ACTIPCCCUH.

BaxHBIM 00CTOSATEIBCTBOM SABISETCA &
moa00p TEPaeBTHYCCKON I036I K Ha- 7,
OirofieHne 3a COCTOSIHUE OONBHOIO

B IIpOLECCC JICUCHUS. Taxum o6pa30M,
MOKHO I'OBOPUTH O HeO6XOL[I/IMOCTI/I -

Alarcon F. et al. Post-stroke movement disorders: report of 56 patients J. Neurol. Neurosurg. Psychiatry. 2004. V. 75 (11).
P. 1568-74. DOI: 10.1136/jnnp.2003.011874.

Delmaire et al. The structural correlates of functional deficits in early huntington's disease. Hum Brain Mapp. 2013 Sep;
34 (9): 2141-53. DOI: 10.1002/hbm.22055. Epub 2012 Mar 22.

Ginestroni G. et al. Pitfalls in the use of voxel-based morphometry as a biomarker: examples from huntington disease.
EHDN Imaging Working Group. AINR Am J Neuroradiol. 2010 Apr; 31 (4): 711-9. DOI: 10.3174/ajnr.A1939.

Jech et al. SERIAL-ORDER recall in working memory across the cognitive spectrum of Parkinson's disease and neuroim-
aging correlates. J Neuropsychol. 2021 Mar; 15 (1): 88-111. DOI: 10.1111/jnp. 12208.

Jurgens et al. Biological and clinical manifestations of Huntingfon's disease in the longitudinal TRACK-HD study:
cross-sectional analysis of baseline data \ Lancet Neurol. 2009 Sep; 8 (9): 791-801. DOI: 10.1016/S 1474-4422(09)70170-X.

. Kieburtz. The Motor Section of the UHDRSTM is a supplement to the following Movement Disorders Journal publication:

Volume 11, Issues 1-3, The Unified Huntington's Disease Rating Scale: Reliability and Consistency. Mov Dis 1996; 11: 136-142.

. Kiéppel et al. Identification of genetic variants associated with Hunfington's disease progression: a genome-wide

association study. Lancet Neurol. 2017 Sep; 16 (9): 701-711. DOI: 10.1016/S 1474-4422(17)30161-8.

. Paulsen JS. The Huntington Study Group (Paulsen JS, primary author). Clinical markers of early disease in persons near

onset of Huntington's disease. Neurology 2001; 57: 658-662.

. Poudel et al. Complex spatial and temporally defined myelin and axonal degeneration in Huntington disease. Neu-

roimage Clin. 2018 Feb 19; 20: 236-242. DOI: 10.1016/j.nicl.2018.01.029.

. Ruocco et al. Clinical presentation of juvenile Huntington disease. Arq Neuropsiquiatr. 2006 Mar; 64 (1): 5-9. DOI:

. Scahill et al. Predictors of phenotypic progression and disease onset in premanifest and early-stage Huntington's

disease in the TRACK-HD study: analysis of 36-month observational data. Lancet Neurol. 2013 Jul; 12 (7): 637-49. DOI:

. Tabrizi et al. Biological and clinical manifestations of Huntington's disease in the longitudinal TRACK-HD study: cross-sec-

tional analysis of baseline data \ Lancet Neurol. 2009 Sep; 8 (9): 791-801. DOI: 10.1016/S 1474-4422(09)70170-X.
Van Den Bogaard et al. A review of cognition in Huntington's disease. Front Biosci (Schol Ed)). 2013 Jan 1; 5:1-18. DOI: 10.2741/s355.

HAMHUYECKOro HaOII0AeHUS 3a OOIbHEI- 10

MU ¢ Xopeer [eHTHHTTOHA [T Togdopa )

WHIUBHUIYAIBHON TepareBTHICCKON "

JI03bI C YUETOM YPOBHSI TOPAKEHUS IKC-

TpanupaMuaHoi cuctemsl. Tonbko Tak '

MTOJIYYUTCS COXPAHHUTH CAMOOOCITY)KH- 14
10.1590/50004-282x2006000100002.

BaHHUE M yIy4IIUTh KA4ECTBO )KU3HU |5

0o0ybHEIX. TakKe HAMH OTMEUEHO, UTO
10.1016/S 1474-4422(13)70088-7.

UCIIONIb30BAHKE MPEACTABICHHBIX IIKAT 14

MOKET OBITh HUCIIOJIL30BAHO /I JHHA- .

MHYECKOI'0 HAOMIONEHHUS 3a TALIUEHTOM, 18,

TaK Kak BBIIOJIHEHHE UX OBLIO JAOCTYII-
HO ¥ 00BEKTHUBHO OTpaxajo UBMCHCHUA
B COCTOAHHMM MAIITUCHTKU.

CseaeHus o6 asTopax

Cokoaosa Mapus eoprueBHa, A.M.H., AOLEHT KQGOEeAPbI HEBDOAOTMM.

E-mail: sokolova.m08@mail.ru. ORCID: 0000-0002-3829-9971

LWasypos Baanm AA€KCAHAPOBMY, HEBPOAOT, QCMIMPAHT

LWsapumaHt Mpuropuin UcakoBuY, A.M.H., AOLEHT
MutoaeHko Aapusi AA€KCAHAPOBHA, CTOMATOAOT
CoTHMKoB Hukuta CepreeBmy, CTOMATOAOT

Yebenes et al., What is the impact of education on Huntington's disease? Mov Disord. 2011 Jul; 26 (8): 1489-95. DOI:
10.1002/mds.23385.

Crarbs noctynuaa / Received 02.09.21
MoAy4yeHa nocae peLeH3npoBanms / Revised 03.09.21
MpwuHsTa K ny6amkaumm / Accepted 05.09.21

About authors

Sokolova Maria G., DM Sci, associate professor Department of Neurology.
E-mail: sokolova.m08@mail.ru. ORCID: 0000-0002-3829-9971

Shavurov Vadim A., neurologist, graduate student
Shvartsman Grigory I., DM Sci, associate professor
Pitolenko Daria A., dentist

Sotnikov Nikita S., dentist

PrEOY BO «Cesepo-3anaaHbli rOCYAQPCTBEHHbIM MEAMLIMHCKMI YHMBEpCHTET
mmermn M. 1. MeyHukosan MmHsapasa Poccim, CaHkT-lNetepbypr

ABTOpP AAs nepenuncku: Cokorosa Mapus leoprmesHa. E-mail: sokolova.m08@mail.ru

AAs untuposaHus: Cokoaosa M.T., LWasypos B. A., LsapumaH . U., NMutoaeH-
Ko A.A., CotHrkoB H.C. OmnbIT COBMECTHOrO BEAEHM BOABHOTO XOPEeM [E€HTUHITOHA
CNELMAAUCTAMM HEBPOAOTUHECKOTO M CTOMATOAOTMHECKOTO MPOCOUAS C MPUME-
HEeHMem TeTPaBeHa3MHA. MeAnUMHCKMIA aacbasmT. 2021; (22): 51-54. https://doi.
org/10.33667/2078-5631-2021-22-51-54

North-Western State Medical University n.a. I.I. Mechnikov, Saint Petersburg, Russia

Corresponding author: Sokolova Maria G. E-mail: sokolova.m08@mail.ru.

For citation: Sokolova M. G., Shavurov V. A., Shvartsman G.l., Pitolenko D.A., Sot-
nikov N.S. Experience of joinf management of patient with Huntington's chorea by
neurological and dental specialists with use of tefrabenazine. Medical alphabet.
2021; (22):51-54. https://doi.org/10.33667/2078-5631-2021-22-51-54

MearuMHCKUMIM aAdpaBUMT Ne22 /2021. HeBpoAorug 1 ncmxmatpus (3)

e-mail: medalfavit@mail.ru



