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B nNoOoMOWb NPAKTUKYWOIWEMY BPA4YY

Cunpapom rinoTonii-rinepkinesir.
Xopes uu xopeenopionuin cunppom?

O.€. KoBaneHko'?, P.A. Banbko®

'HanioHaipHa MeJIMYHA aKaaeMist micasiaunaoMuoi ocsitu imeni IL.JI. Ilynuka
*THY «HaykoBo-npakTuuHuii eHTp npoditaktuunoi Ta kiainiunoi Meaumunny> Y C, m. Kuis

*Kniniuna gikapust Ne 15 IToainbcbkoro paiiony M. Kuesa

OauuM 3 pi3HOBHIIB rimepkiHe3iB, M0 XapaKTePU3YETbCS
HMIBUIKUMM, MUMOBLIBHUMH, O€3J1aIHIMH PyXaMH B KiHI[iBKaX i
Tyay6i, € xopes. IIpu xopei BiAGyBalOThCS HEPUTMIUHI CKOPO-
YeHHS Pi3HUX N0 po3TamyBaHHIO i (YHKUii rpym M’aA3iB.
Tepmin «xopes» 3aCTOCOBYETbCS I MO3HAYEHHS fAK ca-
MOCTiilHUX 3aXBOPIOBaHb, IIPU SIKUX XOpPeiYHUil rinepkines €
NPOBiIHUM CHMIITOMOM, TaK i HU3KH CHH/POMIB, III0 BUHHUKA-
I0Th TIPU Pi3HUX 3aXBOPIOBAHHSIX.

Xopes K CHHAPOM MO3Ke OYTH y CKJIajli TAKUX CHAJKOBUX €K-
cTpamipamiZIHiX 3aXBOPIOBaHb, SIK TemnaTolnepedpaibHa IUCT-
podis (xBopoba Binscona-Konosanosa), cunapom Jlema-
Hixena, napokcuamaibauii xopeoarero3. Tomy /111 BCTaHOB-
JIGHHS TaKUX /iarHO3iB CJiJ| 3BepTaTH yBary Ha HasBHiCTb
iHIIMX KJiHIKO-ApaKJiHiYHUX NPOSBiB, NPUTAMAaHHUX caMe
MM TIATOJIOTisAM, TOOTO XBOPHH TOTpebye NpoBeaeHHs aude-
PeHIliaTbHOI TiaTHOCTHUKU.

Knrouosi crosa: zinepxines, namonozis, xopesi, diaznocmuxa.

JiHiYHA TTPaKTUKa HEBPOJIOTa PACHIE€ KJIiHIYHUMU BUIIAIKA-

MI, TI[0 TOTPEOYIOTH TIPUCKITLINBOT AN(ePEHTTIHOI liarHOC-
THUKH, TOMY CaMe CBOEYACHEe BCTAHOBJICHHS [IPABUJIBHOIO J[iarHO-
3y HEPiZIKO BUPINIYE IMOAAJIBILY JI0JIIO HE TiJIbKU CaMOTO IAIli€HTA,
aze i fioro ciM’i. Cepejl KOMITeTe I CIMEIHOTO JiKaps KTiHidHe
06CTeKEHHST HEBPOJIOTIYHOTO XBOPOTO TAKOXkK MOCIAA€ dibHe
Micite, ajike OOpaHHS TIOAMIBINOT TAKTHKU BEJEHHS XBOPOTO Y
CITIBIIPAIli 3 TIEBHUM BY3bKUM CIIEI[iaTiCTOM MEPIIOYEPTOBO MPH-
CBSIYYETHCS BCTAHOBJICHHIO [TOIIEPE/IHbOrO 1iarHo3y.

Ha macrsa neuacTo, aje Bce-TakM 3yCTPidaloThCsl KJiHiYHI
BUIIA/IKU, KOJIM XBOPUil M€ TiJBUIIIEHY MOTOPUKY 3i 30iJbIiie-
HUM JliaazoHoM aMIUITYIM PyXiB y KiHI[IBKaX, 3HUKEHUM abo
3MiHHUM M’SI30BUM TOHYCOM, BUKPUBJICHHSIM MiMiKW, HAIBHICTIO
TUX 4YM {HIINX CYIyTHIX CUHAPOMIB Ta cuMmnToMiB. Bizomo, mo
CUHJIPOM, SIKUI XapaKTEePU3YEThCsI 301/IbIIEHOI0 aMILIITYI0I0 Ya-
cT0 GesJalHuX, HeperyJsipHUX, HaBiTh TPOTECKHUX PYXiB,
ACOIIIOBaHNX 31 3HMKEHNM M SI30BIM TOHYCOM, II[0 HArajaye BU-
KpUBJIEHUI TaHellb (Bijl rPell. YOpELQ — BUJL TAHIIIO ), MA€ HA3BY
XOpeiuHWil TilepKiHe3, «BiTTOBa IISICKA» <«IJIICKA CBSTOTO
Birray. 3azBuyaii 17151 mo3HaveHHs 1IbOTO CUHPOMOKOMILTIEKCY
BYKUBAIOTh TEPMiH «XOpesi», PO3yMilouu 11/l HUM SIK caMOCTiiiHe
3aXBOPIOBAHHS, J/Ie XOPEIYHUI TillepKiHe3 € TPOBiIHUM MTPOSIBOM
(xopes [entinrrona, Mmama xopes), Tax i iy HU3KY CUHAPOMIB,
110 BUHUKAIOTH IIPU PI3HUX MATOJIOTIAX.

Kracudikyors Ho30s0Tii 3 XOpeiuHUM TrilepKUHE30M,
MOMIIAIONN HA nepeunni ta emopumnni dopmu. Ilepunni — 1e
CIIQ/IKOBI, TeHeTUYHO JAeTepMiHOBaHI [1aTOJIOrI], OJHAK cepe/ HUX
TAKOK BUJIJISIOTH GE3MOCEPEIHBO XOPET, /i€, K 3a3HAYaN0Cs BY-
11e, TIPOBITHUM TIPOSBOM € caMe XopeiuHwmil rinepkines (Timo-
TOHIYHO-TillEPKIHETUYHUI CUHPOM), a B iHIIUX BUIAJKAX 1€l
CHUHJ/IPOM € B CKJIa/JIi iHINX CIIaZIKOBUX 3aXBOpIOBaHb. Bropunui
XOpel — 1€ MOTeTiOOTiY i MaTOMOTIuHI CTaH!, 32 AKNX ypakeH-
Hs  GasaJbHUX — si/lep [POSBISIIOTHCS  CHHIAPOMOM  TillO-
TOHiI—-TilOKiHe3ii.

/lo mnepBunnux ¢dopm HajmexaTb Xxopes [entinrrona
(XaHTiHrTOHA), CIA/KOBA HEIporpecyioya Xopes 3 paHHIM 110-
YaTKOM, XPOHiUHa XOped 3 Mi3HIM ITOYaTKOM.

CEMEVHASI MEJIMLIHA Ne4 (72), 2017
ISSN 2307-5112

SIk 3a3HavaIOCs, XOpest SIK CHHIPOM Moe OYTH B CKJIaji Ta-
KHUX CIIQIKOBUX €KCTpPaIlipaMiHIX 3aXBOPIOBAHD, SIK relaTolle-
pebpasbra muctpodist (xBopoda Binbcona-Konosanosa), cum-
pom Jlema-Hixena, mapokcusmanbumii xopeoarerosd. Tomy st
BCTaHOBJICHHS TaKWUX [iarHO3iB CJiJ 3BepTaTH yBary Ha Ha-
SABHICTb IHIINX KJIHIKO-TIapaK/IiHIYHUX [IPOSABIB, IIPUTAMAHHUX
caMe IIMM T1aTOJIOTiAM.

KniniyHui npuknap (nepBuHHa xopes)

Xeopa H., 39 pokiB, MeHe/pkep. 3aMidkHsl, Ma€ JIBOX JIiTeNl:
nonbky 19 pokiB it cuna 15 pokis. Byura rocmitasizoBana /10 HeBpo-
JIOTIYHOTO Bi/UliZIEHHsT 3i cKapramMiu Ha TOJIOBHUI 6iib, LIBUJKY
dismuny i ICUXiYHY BICHAKYBaHICTb, TTABUIIEHY TTOIPa3INBICTb,
JabIbHICTD HACTPOIO, MEPIOJNYHY HAB'SI3JIMBICTh Ta <PO3XJIs-
GamicTb» pyxiB y KiHIiBKax Ta umi, 3miny xoau. Octanni cumITo-
MU IlepeBa’kHO IIOMida/Iich OTOUYIOUUMU XBOPOI, SAKi I 3arocTpro-
BaJIi yBary MallieHTKU Ha HeOOXiZAHOCTI 3BEPHYTHC JI0 JIiKapsi, ajie
cepe]l TIepesiiky CKapr IHalieHTKa Has3Baja iX OCTaHHIMU 1 MeHII
3HAUYYIIIMHA 3 i TOYKH 30Dy, MO MOTJIO GYTH TMOB’sI3aHe 3 0CO-
OUCTICHOIO Ta CUTYAIIITHOIO aKTyasIi3allicio OCTAHHIX.

Anamnes: Beaxxae cebe XBopoio 6J113bKO 4—5 POKiB, 3BepTa-
JIach /10 JTKapst TIePeBa;KHO 3 IPUBO/LY TOJOBHOTO GOJTIO Ta 32 pe-
KOMEH/IAIEI0 BiJl OJU3bKUX — 4epe3 <«HEHOPMAIbHY» PyX-
JuBicte. /locuth TpUBAJIO BOHA MaJsia JIarHO3 <«BETETOCYAMHHA
nuctoHisgy». Cimelinuii Jikap naB HampaBJeHHs 0 HEBPO-
JioriqHoTO cTarionapy. TpaBmu Ta Baxki indexniiini ypaskeHHs
B aHamHesi BiZicyTHi, TOH3UJIEKTOMis1 15 POKiB TOMY, aneH/ex-
ToMist 7 POKiB TOMY, THpeOifeKToMisl yepe3 Mudy3HIiT TOKCHY-
Huit tTupeoiaut — 18 pokis Tomy. IlanienTka criocrepiraerbes B
€H/IOKPUHOJIOTa, OTPUMYE 3aMiCHY TOPMOHAJIbHY Tepailiio.

06’exmueno: HOPMOCTEHIK, XOla TPUTAHI[OBYIOYA, YacTO
He3rpabHO <ITOTPABJISIE» 3a4iCKY, HOTJISII TPHBOKHIUIT, HEBIOBOJIE-
nuil. CUANTL HA CTiBI[ HECTIOKIHHO, HiGM Kpallle BMOIILYEThCS.
Kpurtnka 110 cebe 3HIIKEHA, HAMOJSATAE Ha CKAPrax Ha TOJOBHUI
OiJIb | BTOMJIIOBAHICTD, PELITY CUMIITOMIB, Ha ii yMKY, IepeBasKHO
BuayMasn GJnsbki Ta Jsiikapi. Yepernwi HepBu: 0OIMYUst B MeKaxX
(isionoriunoi acumerpii, 06’eM pyxiB 0UHNUX AGTYK AOCTATHIH, Mae
JPIGHOPO3MAIIUCTHI TOPUBOHTAIBHUI HicTarM B o0uBa OOKH,
c1abKicTh KOHBEpreHilii, oiHaK 3ahikcyBaTU TOJIOBY B CTATUYHOMY
I10JI0’KeHHI XBOpa CIIpoMoIIacs He oJpasy i He 1oBHicTIo. SI3uK 110
cepenHii siinii. YyrusicTs Ha o6mnuyi He nopymreHa. CyxoKu-
KOBi Ta 1epioctaibti pedyieKkcH 1oXKBaByeHi, cuMeTpuyti. ¥ 1103i
PomGepra MOXUTYBaHHS, TATbIle-HOCOBA MPoba HETOUHA 3 060X
cropin. [latomoriuni pedumexcu BincyTni. M’gsoBuit ToHyC Yy
KiHI[IBKAX 3HIDKEHUH, TiepMOOGLIbHICTD [PU MACUBHUX pyXaX.
M’azoBa cuiia 36epexena. O6car PyXiB y mMIHOMY Bi/U1ifTi Ze111o
BHIKEHUIA TIPU TOBOPOTI JIIBOPYY, HATIPYKEHHsI M's31B 1 GoII04icTh
i1 Yac naspnarii y mianoTuinaHii s, 6isblne 37iBa. 3mita-
HU cTiiikuii gepmorpadizMm, akporineprizpos.

araapHUH aHami3 KpoBi: reMoriobin — 146 /i, epurpornu-
™ — 4,6x10'2, neiikorur — 6,9x109, IIIOE — 14 mM.

Bioximiunuii anamiaz kposi: O6inipy6in — 12,6 MrMoIb/I1,
AJIT — 20,6 on/n, ACT — 18,6 on/n, ceuoBuna — 4,2 MMOJIb/JI,
3ar. 6inok — 78,8 r/u1, kpearunin — 88,0 mxmosn/n, TTTII 14,6,
JID - 189,2 on/n, CPB (+), ASLo Herar.
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Tmoko3a KpoBi — 5,2 MMOJIB,/JT

3arasbHuil aHaTi3 cedvi: KoJIp — CBiTJIO-’KOBTA, MPO30PA,
mibHicTs — M/c, pH — ciabkokuciia, 610K — HEeMag, TII0K03a —
He BusBieHa, Ep — 0-1y /3, L — 4-6-8 y n/3, emiremiii — ma-
CKUI TTOMipHO.

Enexmpoxadpioepagis: cunycosuii put™m 74 3a 1 xB. 3milen-
HS eJieKTprYHOi Bici mpaBopyu. /lndysHi smian Miokapza.

MPT 201061020 MO3KY: TIeBHE PO3UINPEHHST GOPO3EH TOJIOB-
HOTO MOBKY, IIJIYHOUKIB Ta cy6apaXHOiIaJibHUX MPOCTOPIB, BO-
THUIIEBUX 3MiH He BUsSBIeHO, 3HWKeHHS MPC y mpoekirii
6Jtix KyJib, Kicta Bepre.

Koncymvmauisi endoxkpunonoza: nocronepaniiinuii rinorupe-
03, OTPUMYE 3aMiCHY TOPMOHOTepaIiiio.

Koncynvmauis okyricma: nin yac 6ioMmikpockonii paiiayknoi
obononku kinerp Kaiizepa-Dieiininepa He BUABIEHO.

Koncynomauyis zenemuxa: itmosipHo xopes [errtinrrona,
MPU3HAYEHUIT TeHETHYHO-MOJIEKYJISIPHUI aHaIis.

Kamammnes. PesynbraTyl IOBTOPHOIO OLJISLY IIAlli€HTKY Ye-
pe3 4 poxu Bizx nomnepeanboro 3amnucy. He mpaiioe, BUKOHaHHS
npodeciiitnnx 060B’I3KiB BTpaTia yepes 1,5 poKy micJist mepiio-
o 3BepHeHHs 10 HeBpoJioriynoro cranionapy. Insamin I1 rpynu.
IIopiyHO MPOXOAUTH CTalioHapHEe OOCTEKEHHSA B AMHAMIL Ta
OTPUMY€ JIIKyBaHHA B HEBPOJIOTIYHOMY BiIiJIEHHI i3 3aCTOCY-
BaHHsM HEPOMETAb0JIYHOT Ta CUMIITOMATUYHOT Tepartii.

OO6rsKennii ciMeiinuii anaMmes, BiZloMo, 0 CHH XBOPOi 0C-
TaHHi 3—4 POKK TIOMiYae MoAiOHI CHMITTOMU.

Ha momeHT oryisly Mae ckapru Ha HEKOHTPOJIbOBaHI Xao-
TUYHI PyX¥ B KiHI[IBKaX, 11Hi, BUMYIIEHI 06epTH TOI0BOIO, 110
MIOCUJIIOIOTBCS TP €MOLITHOMY HAlIpy’KeHHi, XUTKIiCTb IIpu
X0/1b0I, TIOPYIIEHHST X0/, 3arajibHy ClabKicTh, TOJOBHUIT Gisb
(sIKi BKe BTPATHIIVN CBOIO 3HAUYII[ICTH Y 0OCOOUCTOMY CIIPHITHATTI
XBOPOI y MOPIBHAHHI 3 PYXOBUMHM PO3JIaflaMM Ha BiAMIHY Bix
nepioro orsisiay). OcobanBo CKIaAHo, 3 ii CJIiB, CTAIO «ITparlio-
BaTy 3 IudpaMu i TeKcTaMu», TOOGTO Ha MEePIii TJIaH XBOpa BY-
CyBa€ KOTHITUBHUIH fedinuT.

Heeponoeiunuii cmamyc. Y cBioMocTi, opieHTOBaHA y 11po-
cTopi i B yaci, HeOCTaTHLO KPUTUYHA JI0 CBOTO CTaHy, JIello 3a-
raJbMOBaHa, KOMaH/IM BUKOHYE YIIOBLIbHEHO, CIIOCTEepira€Thest
MHecTuuHe 3HmKeHHs. Ouni misuny, 3inuni D=S, ropuzonTtass-
Huii ApiGHOpO3MAIIHIA HicTarM. SI3KK 110 cepe/Hili i, He Moske
TPUMATH SI3UK BUCYHYTHM IPOTSITOM 5 €, KOBTAHHS HE TIOPYIIEHO.
MoBa au3apTpUYHA, YIOBiJIbHEHA, ITO3UTUBHUI CUMIITOM
Mapinecko-PasioBuua 3 060x cropin. HacHibHUIbKI pyXu B i 3
[IOBOPOTaMK T'OJIOBH, OiJiblie JIiBOpyY. Y KiHIIBKaxX PyXu JEII0
poamartiucTi. M’s130Buii TOHYC y KiHIIBKaX 3HUKEHUIT 3 Tiepiogny-
HUMHU JissHKaMu audysHoro migsuiieHHs. CyxoKuikosi ped-
JIEKCH 3 PyK Ta Hir Bucoki, acumerpuuni — D=S. Cumnrom
Babincpkoro, Pocosimo mosutusnuii 3 060x cropin. Koopauma-
TOPHi TPOGH — HETOUHO 3J1iBa, MUMOTIOTIA/[IHHSI CTIPaBa, BUKOHYE
ix 3 inTenuicio. ¥ 1103i Pombepra xuranus, xoia — araktudna. [le-
PEKOHJIMBUX PO3JIa/liB YyTJIUBOCTI He BUABIeHO. Meninreanabnux
3HaKiB He BusABseHo. DYHKINIO Ta30BUX OPTaHiB KOHTPOJIIOE.

PesysbraTit KJAIHIYHUX aHasli3iB KpoBi, cedi, 6ioxiMiunoro
aHaJi3y KpOBi, IVIIOKO31 KPOBI Ta cedi — y MesKaxX HOPMHU.

MPT 201061020 Mo3ky. HasiBHi 03HaKu aTpodiyHoro mpoiie-
cy: 36iibiieHHst 60poseH, cyGapaxHOiAIbHUX TIPOCTOPIB Ta
LIJIVHOUKIB, SKi 3pOCJM Biji IIONEPEAHLOIO OIKUCY, 3MECHIICHHS
o6’eMy TOJIIBOK XBocTaTuX sijep, sHukenuss MPC y npoexitii
6Jtinx KyJib, Kicta Bepre.

Koncynvmauia zenemuxa: xopest 'enrrinrrona miarsepmxe-
Ha MOJIEKYJISIPHO-TEHETUYHUM JIOC/Ii/IKEHHSIM: BUSIBJIEHO aJjiedti
rera IT15, ki MiCTATH HOPMAJIBHY Ta €KCIAHCOBAHY KilbKICTh
CAG-noBTopiB (15 Ta 48), pekoMeH/I0BAaHO MeJANKO-TeHeTUIHE
KOHCYJIBTYBAHHS POJIMHU.

Jixyeanns: reiipomerabosiuna Teparist, Bitaminu rpynu B,
CUMIITOMATUYHA Tepartis.

Miaeno3: xopes [enrinrrona, rinepkinernuna dopma.
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JIBoGiuHa mipaMiZHa HEIOCTATHICTh, aTAKTHUYHIIT CHHIPOM 3a
3MillIaHUM THUIIOM, CHH/IPOM MHeCTH4HOro 3HikeHHs. I[lopy-
MeHHs TocTypaabHux GyHKIiil ta dynkiii xoxap6u. Beprebpo-
TeHHa [IepPBiKOKPaHiaris.

[Ticist IpOBeIEHOTO Kypcey JIiKYBaHHS 00’€KTHBHWH CTaH
XBOPOI CYTTEBO He 3MIHUBCS, HATOMICTh BOHA KOHCTATy€E 3MeH-
IIEHHSI TOJIOBHOTO OOJII0 Ta JiesiKe TiBUIIEHHST [IPalle3/[aTHOCTi
Y TOBCSKACHHIN )KUTTEAISATBHOCTI.

XBOpiil pEKOMEH/IOBAHO CIIOCTEPEKEHHS CIMETHUM JIiKapeM
Ta HEBPOJIOTOM 3a MiclLieM IIPO’KUBAHHSL.

OGroBopeHHs
OTke, KJIAaCHMYHWI PUKJIA] TIEPBUHHOT Xopei, sika i GyJia
MPOAEMOHCTPOBaHAa Ha KJAIHIYHOMY MNPUKJIaAi — XBopobOa

Tentinrrona (xopest Tentunrrona abo XaHTiHITOHA) — TeHETHY-
He 3aXBOPIOBAHHA HEPBOBOI CUCTEMH, 110 XapPaKTEPU3YETHCA 110~
CTYIIOBUM TI0YATKOM 3 TIOEHAHHSM ITPOrPECyIouoro XOpeiuHoro
rinepkine3y i KOrHITUBHMX Ta IICUXiYHUX Po3JaliB. Bunukae y
npanesaTHoMy Billi — 3asBuyaii y Biri 30—50 pokis. Ocobiu-
BOCTi T€HETHUYHOTO PO3JIasy MOJATAIOTb Yy MHOMKEHHi KOJOHY
CAG B reni HTT. Ieii ren xoxye 350-kDa 6ok xaHTiHrTiH 3
11ie He BCTAHOBJIEHOIO (DyHKIIi€T0. Y HEMyTaHTHOMY TeHi IKOTO
TUIY y Pi3HUX Joziell npucyTH: pisHa Kinbkicts CAG-TI0BTODIB,
HATOMICTb /IOBEJECHO, 1O MPOSBU XBOPOOU PO3rOPTAIOTHCS
Timpku Toxi, koau yncao CAG-noBTopis nepesuirye 36.

Kiniuni mpossu BiipisHAIOThCA crienniYHIM MOTOPHHM
PO3JIAJIOM Y BUTJISIIi MUMOBIIbHUX PYXiB Y KiHIliBKaX, TyJ1yOi, mmi
3i 361/IBIIIEHOI0 AMILTITY/I010, SIKi 3a3BUYall pO3BUBAIOTHCS HA TJIi
M’s130BOi TinortoHii (3Bifcw i iHmIA Ha3Ba — CHHAPOM Tilo-
TOHii—TinepKinesii), Mo i BUKINKAaE HEOOXIHICTD NPUCKITLINBOT
mudepenttiitnoi giarnoctuky. 1likaBo, 1110 BUpasKeHicTh XOpeidyHo-
TO rifepKiHesy IMiCUITIOETHC T1ijl Yac eMOIIHHOTr0 30y IPKeHH S, T1i/1
BIUIUBOM OY/Ib-sIKUX 30BHIIIHIX HOPA3HUKIB, Y CIIOKOI TillepKiHe3
3MEHIIYEThCA i i yac CHy 3HUKAE 30BCiM, 1110 Ha TI0YaTKY 3aXBO-
PIOBAHHS HEPIJIKO BUKJIMKAE B OTOUYIOUNX OMAHJIMBY JYMKY I110-
JI0 HEBPOTMYHOTO PO3JIALY Y MAI[i€HTa a00 HABITH CUMYJIALLT XBO-
pobu. CuTyartist 3arocTpIOEThCS TIie I THM, 1O MATOJIOTIs, SKa
CXUJIbHA /IO IIPOTPecyBaHHs, MOKe CYTTEBO BIIMHYTH Ha SKICTb
SKUTTS He TIMbKU CaMOro XBOPOTro, ajle i 0TOYYyIouuX, Heplioyep-
TOBO — ciM'i, uepe3 Iporpecyiouy HeTparesfaTHiCTh, BAsKKUI 10-
TJIAZ 3a XBOPHUM, aJKe TIPY BUPaKCHOMY TillepKiHe3i BKUBaHH:A
i3ki, X071b0a, HaBiTh MepedyBaHHA Y TIOJOKEHHI CTOSYN CTAIOTH He-
MOYKJIMBUMH 260 CYTTEBO YCKITATHEHNML.

Crenudiunnmu € matoMopdoJsIoriyni 3MiHH y TOJTOBHOMY
MO3KY, aJUKe 32 BCIX BUIIAJKIB IIPU XOpel BUABJIAECTLCA YPakeH-
31 6a3aTbHUX TAHTIIIB PI3HOTO CTYTEHST TSIKKOCTI, 110 CYTTPOBO-
IDKY€ETBCS IiIBUIIEHHSAM aKTUBHOCTI fo(aMiHepridynnx CTpyK-
TYp IIPU HE3MIHHOMY PiBHIi camoro godaminy.

®opwmu xopei 'eHTiHITOHA:

— «1icuxiyHay (IPOPOMaTbHA);

— rinepkinernuna abo xopeoaretoifHa (KJIacuyHa);

— aKiHeTUKO-puTigHA (TTi3H:N);

— I0BeHiIbHA (TIePBUHHA aKiHeTiKo-puTiHa, BapianT Bectdarst).

IIpodpomanvna («<ncuxiunas) gopma 3a3Budaii Mac HEUiTKY He-
crerivHy CUMNTOMATHKYy — TIOAPA3JIUBICTh, eMOIiHy
JaGlIbHICTD, JIETIPECUBHICTD, HETATUBI3M TOILO, 110 MOKE CYIIPOBO-
JUKYBaTUCST YacTUME KomHJtiktamn y ciM'i, Ha pobori. Orouyiodi
XBOPOTO JIIO/IV Ha [IOMY €TarTi PO3BUTKY XBOPOGH IT[e He PO3yMilOTh
MATOJIOTTYHOTO MATPYHTST TIOBE[IHKN OJIMKHBOTO, TAK CaMO, SIK | cam
cyOext. PyxoBuil 1edilluT MaJOBUPAsKEHUH, MOKE TIPOSIBJIATHCS
IiZIBUIIEHOIO JKECTUKYJIAIEI0, HEMOCU/IOYICTIO, HaBiTh BUIVIALATU
SK TOPYIIEHHS eTUYHUX HOPM IOBEJiHKH, a OTOYYyIo4i HepilKo
POBIIHIOIOTh PYXOBi 3MiHU SIK PO3XJIsA0AHICTh, HAMATAHHST [IPUBEP-
HyTH JI0 cebe yBary, BJKUBAHHS AJIKOTOJTIO 260 iHIMNX TOKCHYHIX Pe-
YOBUH ToIIO. [oBepXHeBnMil OrIsA HaBiTH JiKapeM Ha I[bOMY eTart
MOXKE BUKJIMKATYU AIarHOCTUYHI IIOMUJIKA — PO3LIHIOIOTH 3MIHU SIK
BereTaTuBHY ANUCHYHKILO, aCTEHOHEBPOTUYHUIT CHH/IPOM TOIIIO.
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Tunepxinemuuna gopma. Came 3 HaBEJICHUX BHIIE CUMII-
TOMiB Moe ManidectyBaru xBopoba y Biii 40—70 pokis, abo B
Hei mepexonuTh 1poapomaibHa dopma 3axsoproBanus. [lo
migBUIIEeHOI 36y/:[JH/IBOCTi, 3araJIbHOI TilepaKTUBHOCTI, PyXOBOTO
3aHEIIOKOEHHS, 3MiHN B eMOIIlHO-BOIBOBill cdepi (emorriiina
J1abiIbHICTD, Jenpecis, TPUBOKHICTD), M0 MPOSIBISIOTHCS Bijl
oYaTKy, JOCUTH IIBUJIKO NPUEAHYIOTHCS ¥ IPOrpecyioTh
KOTHITUBHI #1 0COOMCTICHI 3MiHM — TIOPYIIEHHS] KOHIEHTpPAILii
yBaru, 3HUKEHHS 1aM’siTi, 3MiHU [PAKTUYHOTO i abGCTPaKTHOTO
MVICJICHHS, TTi/IBUIIIEHHST PiBHS TPUBOKHOCTI, GE3COHHS. 3 THM
abo iHIIUM TEMITOM IPOTPECYBAHHS 3'SIBJSIOTHCS THUIOBI XO-
peiuHi rinepkinesu, 110 JO3BOJLAE CIIELIANICTY YiTKO PO3Ii3HATA
XOpeiyHUIl CHHAPOM Ta OKPECJUTH MOJAJIBIINH NJIaH /il 111010
nubepeHIiitnoi AiarHOCTUKY (BCTAHOBUTH MEPBUHHUIL Y BTO-
PUHHWMI TiTlepKiHes, 3alJIaHyBATH Ta IIPOBECTU KOMILIEKC 00cTe-
JKeHb Ta KOHCYJIbTallil, JIiKyBaHHS, IPOIHO3 TOIIO).

Ocoobausocmi pyx06020 dedivumy npu xopei:

— PyX# MaIOTh HACUJIbHUIIBbKUI (BUMYILIEHUI XapakTep), siKi
Ha MOYaTKy XBOPOOH MAI[EHT MOKe Ha KOPOTKHI yac iMrepa-
TUBHO IPUTHIYYBaTH, HATOMICTH B TIOJIAIbIIIOMY TillepKiHe3W BU-
XOJATD 32 MEXKI CBiZIOMOrO KOHTPOJIIO;

— aMILITy/la PyXiB 3MiHIOETHCA Biff TOYaTKY XBOPOOH 10 PO3-
TOPHYTHX HOro crajtiii — Bil HU3bKOAMILIITY/IHUX TillepKiHe3iB y
JUCTAIbHUX BifAlIaxX KiHIIBOK, MiMIUYHOI MYCKYJaTypH, s3UKa,
110 BUHMKAIOTh Ha paHHiii crazgii xsopobu. Y TIOIAJTBIIIOMY
rifnepKinesn 3pocTaloTh 3a aMILIITY010 Ta YaCTOTOIO, CTal0Th PO3-
MAIIUCTUMU, TeHePali30BaHUMU i HEKOHTPOJIbOBAaHUMU;

— BUPAKEHICTDb TillepKiHEe3iB 3aJIe)KUTh BiJl 30BHIIIHIX i
BHYTPIlIIHIX BIVIMBiB: 3pOCTAIOTh IIPU IICUXOEMOIiITHOMY HaIIpy-
JKeHHI, XBUJIIOBAHHI SK Yepe3 HeraTuBHi, Tak i IO3UTUBHI OAIL, y
pasi iHTeHCHBHOT PO3yMOBOI AiIIbHOCTI Ta GisnyHNX hakTOpiB
— JIOBIJIBHUX pyXax i 3MiHi 10JI07KeHH TiJjia (TaKk 3BaHa KOPOTKO-
gacHa «pyxoBa Oypsi»);

— Y XBOPHX 3MiHIOIOTBCS BCi PiISHOBUIM PYXOBOi chepu: Xo-
713, MiMiKa, )KeCTUKYJIALis, MOBa 1 IIOYepK.

VY uyomy came TOJATAIOTh 0COOAUBOCTI KOZHIMUGHUX MA
neuxiynux nopyuienv? IlocTymmoBO pPO3TOPTAETHCS IEMEHITisS
MiIKIPKOBOTO THUILY, 110 XapaKTePU3YETbCSl YHOBIJbHEHHSIM
KOTHITUBHUX (DYHKIIIH, 3HUIKEHHSAM T1aM’sTi, m0caabJeHHsIM
KPUTHUKH, araTielo, Ienpeciero, HepiJKo cyinnuaabHuIMN crpoba-
MU i 0HOYACHO 36epesKeHHsIM PO3yMiHHA i npoaykiii moBu. Ha
TJIi 3pOCTaroyuoi JieMeHIil MOXKYTh croctepiratucst adekTuBHi,
MapeBHi ab0 TaTOIIMHATOPHO-MAsTUHI TICUX03H, 110 HEPIIKO T0-
TpeGy€e KOHCyJbTallii mcuxiaTpa st HpoBefeHHsS [ude-
PEHILIITHOT IarHOCTUKY i CUMITOMATUYHOTO JIiKYBAHHS.

3MeHIIeHHs Ta BTpaTa MpaiesZiaTHOCTI TT0B’sg3aHa 3 PyXo-
BUM Ta KOTHITUBHIM JieilnTOM, po3afaMy ICUXIKH, II[0 /ie3a-
JIANTYE JIOJAUHY SIK Y CYCHUIBHOMY KUTTi, Tak i B modyTi. Ha
PaHHIX CTaJIisIX 3aXBOPIOBAHHS TAIlIEHTH MOXKYTb TPUBAJINIL yac
36epiraru podeciiiii HABUYKH, ajie 3 TPOrPECyYBAHHSIM MPOIECY
HEYXUJIbHO 3pocTae AedillUT iHTeJIeKTyaJbHO-MHECTUUHUX
yHKIIii, 1 y XBOPUX PO3BUBAETHCS TOTATBHA JIEMEHIIisl 3 PO3Iia-
JIOM 0co0OHCTOCTI. XBOPI BTPAYatOTh CIIPOMOKHICTD SIK /10 (hizny-
HOT, TaK i pO3yMOBOI mpaili. ¥ Mipy nporpecyBantst XBopoOu ue-
pe3 BUpaKeHi TilepkiHe3u MalliEHTH BTpavyaloTh 3/IaTHICTH ca-
MOCTIIIHO nepecyBarucs i o6eayropyBatu cebe, BOHH 110Tpeldy-
I0Tb CTOPOHHBOTO JIOTJISITY.

Bepudpixauis diaznosy 3a HastBHOCTI y XBOPOTO crienuivHo-
O CHH/IPOMY, TIO TIPOSIBJISIETHCST 301/IBIIEHOI0 aMILTITY/I010 PYXiB
31 3HMIKEHUM M’$I30BUM TOHYCOM — TilIOTOHiYHO-TillepKiHeTny-
HOTO CHHAPOMY, ab0 MEepPBUHHOI Ta BTOPUHHOI Xopei, TPyH-
TY€TbCS Ha OIiHIOBaHH] crieliuHNX KIiHIYHUX TPOSIBIB, aHAM-
He3y, HelpoBi3yasizallil, reHeTUYHUX JOCIi/PKEHHSIX.

Kuniniuna diaznocmuka — ouiHKa CKapr Ha HACUJIbHULbKI pPy-
XM B pi3HMX YaCTMHAX TiJla, HOPYIIEHHS X0/, MOYEepKy, Mopy-
menHsa mam’saTi Tomo. Ilix wac 36opy aHamHesy HeOOXiIHO
JOCJIINTH TIPUYNHHO-HACJHIIKOBUI 3B’SI30K MiXK MEBHUMEI
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30BHINHIMU ab0 BHYTPIIIHIMU YHHHUKAMK Ta MOSBOIO MEPHINX
o3Hak xBopoOu. OcobivBe Micie crijfi TpUAiATH ciMeliHOMY
aHaMHesy.

[Tig yac 3arajbHOKJIIHIYHOTO Ta HEBPOJIOTIYHOTO OIJISILY
XBOpOTO Bepuikaris aiarHo3y rpyHTYEThCS Ha BUSABJICHHI CIIe-
UGIYHIX PYXOBUX TOPYHIEHb 3 SIBUIAME TillepMOGITBHOCTI
PYXiB Ta IIePEeBAXKHO 3HIDKEHUM M sI30BUM TOHYCOM, IIPOTPeCyIo-
YOro KOTHITHBHOTO /IeinnTy Ta NCUXIYHIX PO3JIa/iB.

Jlns kisbkicHOi 06’ekTUBIZaIi PiBHA (DYHKIIOHATBHUX TI0-
pyuenb 1pu xopei ['enrtinrrona sacrocoByloTh yHiBepcasbHy
orinouHy mkany xsopobu Tenrunrrona (Unified Huntington
Disease Rating Scale, UHDRS). 3aznauenuii Ganbuuii onuty-
BaJIbHUK MIiCTUTD JIeKiJIbKa PO3/IiJIiB, B AKMX HIJISAXOM ITiJ[paxXyH-
Ky OasiiB OIiHIOETHCST pyxoBa cdepa, KOTHITHBHI (DYHKIII, MO-
Be/linKa, (yHKIiOHATbHA AKTUBHICTH TOIIO. Bukopucranus
LIKa/IM-ONUTYBaJbHUKA € 3DYYHUM Ha IpaKTuuli i 03BOJIAE
00’€KTUBHO IIPOCTEKUTH 32 CTAHOM Talli€HTa B UHAMIILI.

Incmpymenmanvua diaznocmuxa.

MPT/KT — xapakTepHe IporpecyBaHHs 3araibHoi aTpodii
TOJIOBHOTO MO3KY, 1110 BUSIBJISIETHCS PO3IUPEHHSAM IIIYHOUKO-
BOi cucremu, 60po3er i cybapaxHOiLaIbHOTO TIPOCTOPY BEJIH-
KHX MiBKYJIb MO3KY, CIelididHOI0 € aTpodisd roIoBKI XBOCTA-
TOTO sI/Ipa i PO3IIUPEHHS TIEPE/IHIX POTiB GOKOBUX IMIIYHOUKIB,
110 3a3BUYAN KOPEJIIOE 3 BAXKKICTIO KITHIUHOT KAPTUHU 3aXBO-
pIOBaHH:.

EET-o3naku — xapakrepHa panus jernpecis aabha-purmy 3
NnepeBakaHHsAM HU3bKOAMIUITYIHOI Gi0eJeKTPUYHOT aKTUB-
HOCTi MO3KY.

ITET B:xe Ha paHHiii cTajii XBOPOOU BUSIBJISIE SHIKEHUI Me-
TaboJIi3M TJIIOKO3U B MiJIKIPKOBUX YTBOPEHHSIX MO3KY.

lenernyna giarHocTHKa € KJIIOYOBMM JiarHOCTUYHUM KPU-
TepieMm, 1O 103BoJIsE€ BepudikyBaTn Xopeo ['eHTinrrona y au-
depentiitniit fiarnocTuii 3 iHIIMMY BTOPUHHUMEU XOpesiMu (X0-
PEENOAiOHUME CHHPOMAMH).

Tenemuuno-monexyaspre 00CIiONHCEHHS TIOJISTAE B TOMY, IO Y
gpazkax JIHK mnamienta BMBYAIOTBCA MAIJISSHKM MOJIEKYJIH,
BifmoBigampui 3a mpoxykiio crenudivHOTO Oinka —
XaHTiHTTIHY. KITIOYOBUM KpUTEPIEM TiATBEPIKEHHST XBOPOOH €
pe3yJ/bTaTy MifpaxyBaHHs KiJIbKOCTI IIOBTOPIB aMiHOKMCIOTHUX
dparmenTiB, 10 HEraTMBHO BIIMBAIOTH HAa 3TOPTAHHS JAHOTO
Ginka (kputuaHi — onHas 36 moBropis). ['eHeTHYHE OCITIIKEH-
H$1 /I03BOJISIE BUSIBUTHU CXUJIBHICTD /10 XBOPOOU 3a/[0BTO /10 TIOSIBU
MEPITIX CUMITTOMIB, 10 OOTPYHTOBYE HEOOXIIHICTh 06CTEKEHHST
ycix usieHiB ciM’'i XBOPOT JIOAMHI

Heiitpomopdostoriuni 3MiHN TOJIOBHOTO MO3KY HIPOSIBJIAIOTH-
cs arpodieto cTpiatyma, a Ha HisHill cTazii normmbonThes at-
podivHIME TIpoTiecaMy Y KOpi.

Jixyeanns

EdexrtrBHe narorenernyHe JikyBanHs XBopoou [eHTHHITO-
Ha Ha ChOTO/HI He po3pobiieHo. [TepCeKTHBHUM HATIPSIMKOM Y
nikyBanti XTI PO3MJIS@I0OTh TPAHCIUIAHTAI0 eMOPiOHAIBHUX
MO3KOBWX KJITHH y HiIKipKoBi TaHTii, mpoTe eeKTUBHICTD i
6esIieKa TaKoro JIiKyBaHHsI OTPEOYE PETesbHOI OIiHKH.

Jlnst 3MeHIeHHsT BUpakKeHOCTi XopeiyHoro rinepkinesy 3a-
CTOCOBYIOThCS aHTHUI0(DaMIHEPTiuHi 3acO0K 3 TPYITH HEWpPOJIer-
THKIB: TaJIOTIEPUJI0JI, Tiallpu/| TOMIO.

Y BaKKMX BUIIAJKaX [ 3MEHIIeHHs TinepkiHesiB Helipo-
JENTUKU JIOIJIHHO KOM6iHyBaTI/I 3 GeH30/1ia3eniHOBUMHI mperna-
paramu, 0coOJIMBO 3 KJoHA3emaMoM y 11000Biit 1031 1—4 mr.

Slxmio mepBMHHA XOpes 3yCTPIiYaeTLCSA HEYACTO, TO BTOPUHHI
XOpel, KOJIM CTPYKTYPH €KCTPaIlipaMiiHOI CUCTEMU yPaKyIOThCS
BHACJIJI0K Pi3HKX iHIMX npudnH abo iXHLOIO MOEAHAHHS, CKJIa-
JTAIOTD IOCUTD BEJIMKUI TIepesTiK TaTOJIOTi.

Bropunsi xopei, siki noB’si3aHi 3 ypaskeHHsIM 0(asajbHUX
S/lep TOJIOBHOTO MO3KY, KJIAacU(biKyOTh 32 MONIKOKYIOUNM
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areHTOM: BipycHi, GakrepiasbHi (K MposiB abo HacJi0K Bipyc-
HOTO/6aKTepialbHOTO eHItebariTy), CynHH], TTOCTTPABMATHYHI,
MM3IMYyHHI — «MaJjia xopes» (CUCTEeMHUIT YePBOHUIT BOBYAK), Me-
TaboJiuHi, TOKCHYHI (MOJIIUTEMIist, OTPYEHHST YaJHUM Ta30M,
cipkoByTJIelleM, MapraHlleM, BHACJiJIOK BXKUBAHHS JeIKHX
JliKapebKkux 3aco0iB — amberaminy, JeBOAOIY, HOXIAHIX XJIOPII-
POMa3HHy TOIIO), 3MilaHi (IIPUCYTHI JeKiTbKa YNHHUKIB).

KniHiyHun npuknap (BTopuHHa xopes)

Xeopuit @D., 1956 p. H., epebyBaB Ha CTAIlIOHAPHOMY JIKY-
BaHHi y HeBpoJsoriunomy Bigzisenni. Hampasiennii pationHoio
[OJIKJIHIKOIO Y IUIAHOBOMY IIOPSJKY 3 IIOIepeAHIM AlarHO30M
JIMCTIUPKYJISTOPHOI eHttedanonatii (JIEIT) 1T crazii 3 BectnOy-
JI0-aTaKTUYHUM CUH/POMOM.

Anamnes: XBOpUii CKap)KMBCSI HA HEKOHTPOJIbOBAHI PyXU B
KiHI[iBKaX, IIWi, IOCMHUKYBaHHA MiMi4HOI MyCKyJIaTypH,
KiHIIIBOK, XWUTKiCTb NpH XOJi, MOPYIIeHHS CHY (<«HE CHUTH
BHOYi» ), ApaTiBIUBiCTDb, oHiMiNHA y KiHLlIBKaX.

HageieHi Bulie ckapru momivae 6JmM3bKO OJHOTO POKY. Xoua
npobIeMy 3 KOOPJMHAINE Ta XOJO0I0 BijdHaYae OJM3bKO 2—3
POKiB. 3 MeJIMUHOT JIOKyMeHTallii, SIKy Ha/laB XBOPUI, BiZlOMO, 1110
B 2014 porli BiH mepeGyBaB Ha cTalfioOHapHOMY JIKYBaHHi y HEB-
posioriunomy Biaminenni 3 amiarnozom: JIEIT I1-II1 crazgii 3
MOMIpHUM BeCTUOYJIO-aTAKTUYHUM CUHIPOMOM, JABOOGIYHOIO
nipaMiZIHOIO HeOCTaTHICTIO. 3i CJIiB XBOPOTO TAKOK CTAJIO Bijl0-
Mo, 0 y 1975 pori Bin nepenic pesekitio muTornoaioHoi 3a103u,
Y eHJIOKPUHOJIOra PETYJISIPHO HE CIIOCTEPiraBcsl, FOPMOHOTEPAIIiio
He MPUiMaB, HE3BAKAOUK Ha Te, 110 oMy OyJIo ii IpUsHaUYeHO
(anaMHecTHYHO). Tako:x, 3i ¢JTiB XBOPOTO BiZIOMO, 1110 BiH TpUBa-
JIMii yac KypuTh (2 Mavyky [Urapok Ha JIeHb ), MePioAnYHO 3J10B-
JKUBAE aJIKOTOJIEM, HEPIZIKO HecepTrdhikoBaHMM. 3a OCTaHHiH pik
XBOPHUI JlecolianizyBaBcsl, HAMAra€TbCs He 3'ABJATHCDH Ha JIOJIH.
TTocriitroro pobodoro mictist e Mae. [IposkiBae cam.

00’exmu6no: y CBiIOMOCTI, OPIEHTOBaHMIi, acTEHI30BaHMIA,
eMOILiiHO Jabinbauit. Ouni migmay Ta 3inumni D=S, cirabkicTh KoH-
Bepreuitii, MUMOBLIbHI XaoTuuni pyxu ounux s6ayk. O6mdaus
BiJTHOCHO CUMETPUYHE, CIIOCTEPIraloThCA MepioMuHi ITOCMUKYBaH-
HA MiMiuHOI MycKyraTypu, rpumaci. [lesianis s3uka Biio. Mosa 3
ejleMeHTaMy 13apTpii. M’sg30Buit TOHYC B KiHIlIBKaX IepeBasKHO
3HIDKEHUH 3i 3MiHHUM TirepToHycoM. M’si30Ba cuira 3 pyk Ta Hir
D=S, 6e3 nepexonimBoro suwskerHsa. CyXOKUIKOBI Ta mepioc-
tambii peduiexcn Bucoki, D>S 3 Bepxmix Ta HIDKHIX KiHIiBOK.
Cumnrom BaGinebkoro mosutiBHMiT 1B0GIUHO, Gijibiie cripasa. Ko-
OPAMHATOPHI MPOGH BUKOHYE 3 M3METPIEIO Ta iHTeHIi€n. Y 11031
Pombepra xutkuit. Xo/ia aTakTHYHA, PYXH B KiHI[IBKaX 301/IbIIIeH] 32
amruityo10. Posnaam uyTamBoCTi 3a HOJTiHEBPUTUYHUM TUIIOM, JIe
piBeHb OyJI0 B&KKO TOYHO 3'SICYBATH 4Yepe3 KOTHITUBHI 3MiHU Y
natienta. [ineprizpos crorm i gosonb. MeninreabHux 3HaKiB He
BusiBsieHo. (DYHKIIiTO TA30BUX OPraHiB KOHTPOJIIOE.

Pesynbratin obcresxenn: AT — 160/90 mm pr.ct., PS — 80 ya.
3a 1 xB.

3araspbuuii aHajis Kposi: remorsiobin — 136 r/01, epurporu-
™ — 4,2x10'2) nefikonmtu — 6,3x109, IIIOE — 40 MM.

T'moxo3sa kposi — 4,0 MMoJIb/71

Bioximiunuii aHasiz kposi: Ginipy6in — 14,8 MKMoIib /11, ce-
yosuHa — 4,0 MMOJIB/J1, 3ar. Gisok — 73,2 r/11.

3arajbHUil aHasi3 cedi: Kosip — CBIiTJIO-)KOBTA, IIPO30PICTb —
po3opa, miibHicTs — 1006, pH — syskHa, 6il0K — H/B, IIIOK03a
—u/B, L - 0-1y /3, emitesniit — mIockuii, OMMHUIHNN.

Enexmpoxadpioepagis: cunycosa taxikapzis, 4CC 90 3a 1 xB.
Binxunenns enxextpudnoi oci cepiis BaiBo — 30 rp. Bupaskeni
nudysHi 3MiHN MioKapaa.

Ru-zpacpis OI'1L: Bikosi 3Minu.

V3T wumonodi6noi 3an03u: cTan micjs pe3eKilii 4acToK 1Iu-
TOMOIGHOT 3271031 (3aKJIFOUEHHS HA PYKaX).

Y31 OYII: xpouiynuii IaHKpeaTUT, XPOHIUHUIT XOICIICTUT.
[TomipHi andysHi smian y nevinii.
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MPT 201061020 M03ky: MP-03Hakn aTpodiuHNX 3MiH MO3KY
3 MePeBAKHUM 3aJy4eHHSIM JIOOHO-TIM STHUX 00JracTell, CymH-
HOT ennedasonarii.

Koncyrwmauiss mepanesma: XpoHiuHWil 00CTPYKTUBHUI
Oponxir. ITueBmMockiepos. uxaibHa HemocTaTHICTh | crail.
Xpouiyniil mankpearut, cragis pemicii.

Koncymmauis. endoxpunoioza: miciasonepaiiitHuii rinoru-
peos, Bakka dopMma, ctan aexomiencaiii. Cran micas pesekitii
muronoAioHoi 3as03u (1975 p.) 3 IpUBO/LY BY3/10BOTO 300Y.

Pexomendosano: ropmonannie obcrexennsa (TTT, T4) Ta
JikyBanHs. CHocTepekeHHSI eHIOKPHHOJIOTA 34 MiCIieM IIPOXKHU-
Banus. PexomenjioBano joo6¢ctexkents B «[HCTUTYTI eHJI0OKPUHO-
Jiorii Ta 06miHy peyosuH iM. B.I1. Komicaperka HAMH Ykpaitu».

Jlixyeanns: y craiioHapi XBopomy OyJia MpOBelieHa aH-
THUTIIEPTEeH3MBHA Teparlisl, penapary Kajilo, puOOKCHH, BiTaMiHu
rpynu B, [lutimaxce-/lapauisg 1000 MT BHYTPITHBOBEHHO Kpa-
nesibHO Ha isposunni Ne 10, riBomaxce 100 Mr BHYTPilTHBOBEHHO
KpareJsbHO, IIPerapaTu aleTUICalilnaoBoi KUCIOTH.

[Ticast mpoBesieHOro JIiKyBaHHS KOHCTATYBaJIWd 3MEHIIECHHS
MEBHUX CKapT, Y XBOPOTO HOPMAJIi3yBaBCs apTepialbHUN THCK,
BIH II04aB Bijl3HaYaTU 3MEHIICHHA XaOTUYHUX PYXiB Ta IIOCMU-
KyBaHb, I1apecTesiii y KiHIliBKax, TOKPAIIUBCs COH.

Saxmounuii diazno3: xopeenofiGuuii cunapom. JIEIT III
cTajist AucMetabosliyHOro Ta TillePTEeH3UBHOTO TeHe3y, 3 Ipa-
BOGIYHOIO MipaMiZHOIO HEJZOCTATHICTBIO, BeCTM6yJ10—aTaKTHqHHM
CHHIIPOMOM, BUPQKCHUM iHTEJIEKTyalIbHO-MHECTUYHUM 3HIDKEH-
HAM, ACTEHO-HEBPOTMYHUM CHH/IPOMOM, BETreTaTUBHOIO M-
chynkiieto. Tineproniuna xsopoba IT cr. TlicsionepartiitHuii rimo-
THpeo3, BakKa (opma, cTan gekomreHcaltii. Ctan mic/s pesexiii
mrronoibHoi 3ano3u (1975 p.) 3 UPUBOAY BY3I0BOrO 300Y.
XpoHiuHUIT 06CTPYKTUBHUIT OPOHXIT, THEBMOCKIEPO3. JluxaibHa
HenoctatHicTb | crazii. XpoHiyHMi TaHKpeaTHT, cTafis peMicii.

OOroeopeHHs

Sk BuaHO 3 KIIHIYHUX MPUKIAZIB MEepPBUHHOI Xopei Ta Xo-
peenoaibHOro cUHAPOMIB (BTOPUHHOI XOpei), HasBHICTDH
nofibHUX NposBiB B 000X IALEHTIB — PO3JIaZl MOTOPUKHU 32
TiNepKiHeTUYHO-TIIOTOHIYHUM THIIOM, [0 IIPOSIBJISJINCA HE
TiJIBKK B KiHIIBKAX, ajie i1 y JUIbOBiil MycKyiaTypi (rpuMacHu-
YAHHT), HACWIBHUIIBKI PyXH TrepeBakHo y mui. Takoxk B 060X
MAIiENTIB BUABJISAIOTh O3HAKU JIeTIpecii: 3'sIBJSETbCS 3HAUHUIA
HeraTuBi3M, NPUTHIYEHHSA HACTPOIO, amarid, IMOPYUIEHHs CHY.
ITatosorist Ma€ Iporpecyounii epedir, 1o CIPUIHHIIO 3HATHY
inBasiausaniio xsopux. OcoOJMBO 1€ MO3HAYAETHCS Ha
cottiasizailii XBOpUX, Ky BOHU [1OCTYIIOBO BTPAYalOTh, Yepes py-
XOBMH Ta eMOIIiifHO-BOJILOBUIT eillUT HaMaraloTbCs YHUKATH
KOHTAKTY 3 OTOUYIOUUMU.

Cuiijt 3BepHyTH yBary Ha Te, 10 B 000X BUIIA/IKAX BUHUKAJIH
CKJIAJIHOIL] 3 1iarHOCTUKOIO 3aXBOpIoBaHH:A. Tak, XBopuil 4oJI0BiK
(apyruii kainiynwmii npukirar) 3a 2013-2014 poxu jBivi epely-
BaB Ha cTarionapromy Jikysanui 3 giarnosom: JIEIT II cr. 3 Bec-
THOYI0-aTaKTHYHUM CHHAPOMOM, & KOJIU 3'sIBUJTHCDH Crienndivni
rirlepkinesn, y JiikapiB BUHUKJIA JIyMKa TIPO XOpeio. Y XBOPOi
SKIHKM (T1epIIuil KJATHIYHUN TIPUKIIAL) TAaKoXK CIOYATKy HepIi
CHMITTOMH OyJTi MastocTiermdivi, CKapru Ha TOJOBHUH 6iJTb, TT0-
JIPa3JIMBiCTh, aCTEHi3allilo0 BiJIBOJIIKAIN BiJl BCTAHOBJICHHS IIpa-
BUJIBHOTO JliarHO3Y, Ta OCTaTOYHUil AiarHo3 GyJI0 BCTAHOBJIEHO
MiCJIA TIPOBEIEHHS MOJIEKYIAPHO-TEHETUYHOIO JOCTiIKEHHS.

Heo06xinHO TakoK 3BEPHYTH yBary Ha Te, 110 y pa3i BTOPHH-
HOT XOpei NaIlieHT BiuyTHO Bifpearysas Ha HeHpOMeTaboiuHY
Teparniio MOKpallleHHAM CBOTO CTaHy Ha BiIMiHY BiJl BUIIAJKY 3
xopeeto errinrrona. Kpim Toro, XBopi Masiu 1pobJieMi 3i muTo-
1o1iGHOIO 327103010, Jie TPUBAJIA BiJICYTHICTD JIIKYBAHHSI Yy TiCJIs1-
orepariiHuil epiojl CyTTEBO BIUIMHYJIA HA MeTaboJIiuHi 1pob-
agemu y ITHC y XxBoporo 3 BTOPUHHHUM TiOTOHIYHO-TiNepKine-
TUYHUM CUHIPOMOM, TOJi SIK BiTHOCHO KOPEroBaHwuii IicJsione-
pamifinuii TimoTupeo3 TakOXX MaB TEBHUH HETAaTUBHUI KO-
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B nNoOoMOWb NPAKTUKYWOIWEMY BPA4YY

MOPOIHUIT BIJIMB Ha mepelir CnaKoBOTO 3aXBOPIOBaHHS, IO
3YMOBJIIOE HEOOXIZHICTh MOAAIBIINX TOCTIJKEHb Ta Heynepe-
JUKEHOTO aHasizy.

[ludepentiitna miarHOCTUKA TOJATANa B TEPEJiKy IMOJO-
JKEHb:

1. Cneuudiunuii cuHApoM nomiTuIu y pisHOMY Bili — y
MALEHTKA 3 XOPE€E y CYTTEBO O MOJIOJIOMY Billi — TIpH-
6sm3Ho Ha 20 pOKiB paHilie, HisK y 4oJ0BiKa (APYTUI IPUKJIAT).

2. dkumo B 1mepuioMy npukiaaai okpiM npobJeM 3 muTo-
NnoAi6HOI0 327103010 (TTOCTONEpAIiHHUI MiIOTHPEO3, 110 KOHTPO-
JIIOBABCS PEryJIIPHOIO 3aMiCHOIO Tepalri€lo) B aHaMHesi y XBopoi
Gisblile 3MiH BUABJIEHO He OyJO, TO y XBOPOLO 3 JAPYroro
KJIHIYHOTO MPUKJIALY HA T/ acOIiabHOTO COCOOY KUTTSI MaB
Micre minmii nepesik gucMeTaboivHIX (HEKOHTPOJIbOBAHMI
rinepTupeo3 3 HACTYIHUM TilIOTUPEO30M, HesiKicHe ¥ Heno-
CTaTHE XapuyyBaHH:), TOKCHYHUX (BKUBaHHSM HecepThdikoBa-
HUX QJKOTOJIBHUX HAIOiB, KypiHHSA TOIIO), CyAMHHHUX (ap-
TepiasbHa rineprensis 3 HekoHTposiboBaHUM AT, aTepockiepos)
YMHHUKIB. 3a3HadeHa oJIiMopOiAHiCTh Majla BUPasKEHO HECIIPH-
SITJMBUIN BIUIMB HA CTaH FOJIOBHOTO MO3KY, 1[0 BUKJIMKAJIO Jlere-
HepaTUBHI HOro 3MiHU He TiJIbKU B KOPi, ajie il MO30YKY, IT1i/IKOP-
KOBUX sI/[pax, a TaKo:X mepudepiitniii HepBoBiit cuctemi. OTxe, y
JIPYTOMY BHIIQJIKy YiTKO HPOCTEXKYETLCS NMPUUNHHO-HACJI/IKO-
BUIl 3B’I30K Mi’K HATOr€HHUMM YMHHUKAMU Ta I10SIBOIO CHUH]I-
POMIB, BKJIFOUHO, TIMOTOHIYHO-TITIEPKIHETUYHOTO, 110 0OIPYHTO-
BY€ 10r0 BTOPUHHICTb.

CvHAPOM r’MNOTOHUN-TUNEPKNHE3NN.
Xopes unm xopeenono0HbI CUHAPOM?
O.E. KoBaneHko, P.A. Banbko

OHO 13 Pa3HOBUIHOCTE THIIEPKUHE30B, XapaKkTepusyionieiics Opic-
TPBIMH, HEIIPOU3BOJILHBIMHU, OECTIOPSIOYHBIMU IBIKEHUSIME B KOHEY-
HOCTSIX U TYJIOBHIIE, SIBJISIETCsT X0pest. [Ipu aToM 3a60JIeBaHNI TPOTIC-
XOJAT HEPUTMUYHBIC COKPAIICHUS PA3/INYHbBIX 110 PACIIOJIOKCHUIO U
yskium rpymn M. TepMuH «xopest» npuMeHsieTcst st 0003Ha-
YEHUS KaK CAMOCTOSTEIBHBIX 3a00JI€BAHMIL, TIPU KOTOPBIX XOpendec-
KHiT TUIIEPKUHE3 SIBJISIETCST BEAYIUIM IIPOSIBIIEHIEM, TaK U Psijia CHH]I-
POMOB, BO3HUKAIOIINX [PH PA3IHMIHBIX 3200JI€BAHMSIX.

Xopest Kak CHHAPOM MOXKeT ObITh B COCTaBe TAaKMX HACJIEACTBEHHBIX
AKCTPANMPAMUIHBIX 3a00/I€BaHIH, KaK rermarorepebpanbHast IUCTPo-
dus (6osnesnn Busnbcona-Konosanosa), cunapom Jlema-Huxena, ma-
POKCH3MaIbHBII XopeoateTos. [loaToMy /7Tt yCTAaHOBJICHUS TAKUX [TH-
arHo30B cJeLyeT obpamarh BHUMaHe Ha HAIMIKUe JAPYTUX KJIMHUKO-
MapaKJIMHIYCCKUX POSIBICHUN, PUCYIINM UMEHHO 3THM 1aTOJIOTH-
SIM, TO eCTh 00JIbHOI HyKAaeTcs B i HepeHIanbHOl AMarHocThKe.
Knmiouesvie cnosa: zuneprunes, namoiozus, xopest, Ouaznocmuxa.

3. CimeitHnii aHaMHe3 y TIePIIOMY BUTAZIKY, e Y CHHA XBO-
poi criocrepiramich moAiGHi cuMTomu, 6yB Ha KOPUCTD MIEPBUH-
HOT Xopei. ¥ XBOporo 4osioBika cimeiinnii anamues OyB HeOOTsI-
JKeHUi, Xoua 3’scyBaTn 11e GyJI0 Helerko uepe3 KOTHITHBHI Ta
eMOI[ifHO-BOJIbOBI 3MiHN Y TMalli€eHTa.

4. Ha MPT y xBopoi crioctepiranuch Gisbin criemudiuni ae-
TeHepaTUBHI 3MiHM B 30Hi IiJIKIPKOBUX BY3JiB NOPAA 3 JTUCT-
podiyHrMHU 3MiHaMU B KOPi Ta iHIINX AiISHKAX, a Y XBOPOTO YO-
J0BiKa — rpy6i ereHepaTuBHi 3MiHI Y BCiX CTPYKTYPAX MO3KY.

5. KoncyuibTaliist TeHeTHKa Pa3oM 3 Pe3yJIibTaTaMil MOJIEKY-
JIIPHO-TEHETUYHOTO IOCJII/PKEHHS OCTATOYHO ITi/ITBepANIIa Tiar-
Ho3 nepsunnoi xopei 'entinrrona y nanientku.

BUCHOBKHA

Taxkum unHOM, BiK IOSIBU IEPIINX O3HAK MATOJIOTI, 3B'30K
CHUMIITOMIB 3 iHIIMMHU NATOJIOTiSIMU, CIMEHNIT aHAMHE3, Pe3yJIb-
TaTH HeHpoBisyasisanii Ta FeHeTUYHOTO AOCI/IKEHHS € KII0YO-
BUMM KpUTEpisaMu st [udepeHiiiiHoi iarHocTuku mepBuHHOT
Ta BTOPUHHOI XOpei.

Kpim Toro, cmig 3a3naunTy, Mo icHyI0Th Xopei, TpuTaManHi
OisbIn MOJIOZIOMY, HaBiTh QUTAYOMY BIKY, AIarHOCTUKA SAKUX
HEPIZIKO YCKJIAIHIOETbCS depe3 Hu3Ky npwynH. Cepen HUX —
TIePBUHHUI I0BEHIMbHNUIT aKiHeTHKO-PUTiTHII BapianT (BapianT
Becrdang) ta Bropunna mana xopesi (peBMaThyHA XOpes,
indexiiiina xopes, xopesi Cujienrama), KITHIYHUX OIS STKUX
MJIAHYETHCST Y HACTYITHUX Ty OJIiKaIlisix.

Syndrome of hypotension-hyperkinesia.
Chorea or chorea-like syndrome?
O.E. Kovalenko, R.A. Valko

One of the varieties of hyperkinesia, characterized by rapid, involun-
tary, disordered movements in the limbs and trunk, is chorea. With
this disease, a nonrhythmic contraction of the different in location and
function of muscle groups occurs. The term "chorea” is used to refer to
both independent diseases in which choreic hyperkinesis is the leading
manifestation, and a number of syndromes that arise in various dis-
eases.

Chorea as a syndrome can be in the composition of such hereditary
extrapyramidal diseases as hepatocerebral dystrophy (Wilson-
Konovalov's disease), Lesch-Nichin syndrome, and paroxysmal
choreoathetosis. Therefore, in order to establish such diagnoses, atten-
tion should be paid to the presence of other clinico-paraclinical mani-
festations inherent in these pathologies, that is, the patient needs dif-
ferential diagnosis.

Key words: hyperkinesis, pathology, chorea, diagnosis.
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