TE (AL Bd F 1l
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CQ7' 1 7. TEAIRRiF Al

WROAMZTORERICBENT, EARFATIE
EDXDOLRE - EEEICHRINDD?

1. EERENGBE DNEVREEIIARNZT7ICHUT, OBEENENDES,
MR B IR ERRRERRI SRS (GPI-DBS) MRS N DA, TOBRIZIRILEZ
L.

GRADE 2C #¥E@ma "5 \WHEE, /TET Y A DHEERMESS,

2. NBOBFAMY A NZ 7L, EAIMFMSRBANE < RRIFITETH 3.

GRADED IEFYADHERMETETHHL,

fREH

INBOBIEME(—RME) DA =7, ZRIEY A b= 7ISxbd B o BRI R ok
% (globus pallidus internus deep brain stimulation : GPi-DBS) @ H &1 122w Tk CQ7-2,
CQ7-3IZFEH L T b, 412 DYT-TORIA 75 & DA oM & B % b e v — Rk
JAMZTTEMEDSE L, BHoBRE LTRSS (GRADE 1C HEDES [3@0)
2| S TET U AOWEEY [38)). 72, ZREBEEMWVA N TICHLTIE, Hmoib
BRI TR WIFEI2S <32 5 (GRADE 2C #EMEE [55LHE] /ITEF >R
DHEERM [95]).

INBO R FZEY A b =TI LCiE, N7 a7 o v BERN S (intrathecal ba-
clofen : ITB)#E B TN D DS, HREI T3 %A 09RILIE 22\ 729, GPi-DBS & DAL
BEOTIIAHATH 2 (L5 ESH).

JFHEY A P =TI LT, BMATIEARY ) RAGEN T THET SN, EROBE 128
RO BEFEM LB & % 225, ANR TR EE M QRS D % CRHIRIIAHTH %
(GRADE D IEFT>ADMHEEME [&THHEW]). T2, ARORHIEY A =710
LTh, KV XAEEDPAENTH HHEIEDH 5705, AR5 %R0 IIE 7% <
ENINFAT & DMESTIIAHTH 5 (5 4 ESH).

WADY A b =7 1233 Sl GPi-DBS (&, ERNDO YA F=T7 &I A I 4 12T
DToLBhHERINTHRLY, BAO—RMEY A b =712k L CIEMl GPi-DBS 25H %)
Th I N5 (GRADE 1A RS [MOEE] ITET> AOEENE [#]).
FRlo &g, MBAERPHEREZEDL VWY A N T ERREBEEY A =TT, T
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ELRGEIIIE—RINE LTIT). UMY A N7 TORMREDPEOONLZEDDH LD
T, FEREIEOEGET A M =7 T, BRIMEHE 22 T UL GPi-DBS 253 S v %
(GRADE 1B #EMiaE [R&WVHERE] /IET> AOEEME [th]). #HEOSEEMIL,
DA b ZTIREIRDS T BRI IRS 3 2 B ERE RIS A b =7 (G, EER
DYA =T ENI LT, —Mofis CRBRNIZATDILTY 5 (GRADE 2C  #2E0
M [F5LMEE| IET Y XDWHEM [35]).

# NBOV AN ZTIIHT ARBRRNZEHRE LT, FARBEY A =7 (DYT/
PARK-GCHI : jifiJI19%, DYT/PARK-TH : F 13 v /KEEfLEEF KIEIE, DYT/PARK-SPR :
L ¥7 77 V@I RIBAE, DYT/PARK-PTS : PTP & il RIEHE) 12845 LR
R/¥%2 PxMD-PRRT2 (AR EBN D AF A D7) T A TADAIE (I VN
~vYy, Jz=b Ay, FEMNIFURLE), PXMD-SLC2AI(Z VI —A TV AR —
& — 1RABIE) \2xFd 5 7 b v R, DYT-SLCI9A3 (Y 4 F ¥ F 7 3 ¥ KSR IERAE)
T AHAEFTF L EFTIVHRENRHITOLNLY,
PEEATER S —F 2y Vi - BB EREFRICL S 2016 FOREY, VAT

434813 Dystonia Medical Research Foundation, Dystonia Coalition, European Dystonia Coopera-

tion in Science and Technology (COST) Action |2 £ % 2013 FE DS % FRA L 724,

SR

1) HAEMRESS, BB TOAMNTEETNA N4 ] ERERES, . DAMZTHIETA FT 4 22018, B

FEYLA, 2018,

2) Termsarasab P, Thammongkolchai T, Frucht SJ. Medical treatment of dystonia. J Clin Mov Disord 2016 ;3 : 19.
3) Marras C, Lang A, van de Warrenburg BP, et al. Nomenclature of genetic movement disorders : Recommendations of the

international Parkinson and movement disorder society task force. Mov Disord 2016 ; 31 : 436-57.

4) Albanese A, Bhatia K, Bressman SB, et al. Phenomenology and classification of dystonia : a consensus update. Mov Disord

2013 ;28 : 863-73.
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CQ7 - 2 7. TEAIRRiF Al

NWNROZREPA BT DREICHENT,
EMFATIIHREINDZ D ?

1. NEOZTRIELSMD X N Z7 (2T 2 AKX EIRERRREBRI DA (GPi-DBS)
(&, BOBENENTLEVBGICHESNSD, TOBRZIMRILEZ U0,

7

5“1"

ANROZRMEY A b = TSRS 2 BT OWT DT v & AL EEER (random-
ized controlled trial : RCT) (IR T, LHDO A& 7)) ¥ A L EHOBREWNIEI AT
LOHRTHD'Y. AFTFI)IALEE, NEZRED A N =T I3 9 5 k& BRI
b8 530 8 2% (globus pallidus internus deep brain stimulation : GPi-DBS) D &I 1%, ik 1
ELREIZY A N =T A7 — )T % Burke-Fahn-Marsden dystonia rating scale(BFMDRS)-M
AT % 10.5~20.1% £ &4, BEMDRS-D A I 7 % 3.5~ 10.1% {3 &4 % f2 5 & i
ENTVDA, 21% OFERTERIYICH E 2T E (BFMDRS-M A I 7% 50% VL 1) L
2L ENTBY, MOEBRIERTH o 728 IR 2 MiERH 5.

Elkaim 5%, XEK72 LD /NRIAN=ZTEERIGOXAST T F) P A% 75720,
BV A b =7 161 Fl (AR ERE 2 Eb v 111§, fREECHEERE %
PES soBl). MV A M=T 76 B, FEFEMT A M=T 726, 4B 12 #l. BFMDRS-M
A 3TN 76.5% (FFYLfH) 2% L, BEMDRS-D A 2 713 70.0% S L T\ b, kMEY A
k=7 Tli%, GPi-DBS ffif% 12 7 H (FFJ¢fif) C BFMDRS-M A 2 7 1% 10.5%, BFMDRS-D
AT 3.5% Lk L7z,

Badhiwala 5 (%, Elkaim 5® X ¥ 7 F 1) ¥ A THFE S N7z GPi-DBS % % L 72/NE Y X
;=7 301 B (—ME 167 B, kM 125 B1) 12O W TRETH AT 2 17 - 722, ZkME
YA N7 TIE, Ttk 12 20 A B E T BEMDRS-M/D A 3 7 8 20.1%/10.1% 235 L 72, %
oSBTV, FEABRKRT L LCONBIFIED Z k%Y A F =7, BFMDRS-M
AATHEME, KEOVANZT EHITT

Hale 51, XK 19D X & 79 1) ¥ A %47V, GPi-DBS & i L 72/MNEY A b =7 76
FEG] (— M 52 6, kM 24 B ICOWTHGT L 72Y. i P15 2.8 4£°C, BFMDRS-M A
I 7133 43.8% 3% L, BEMDRS-D A I 71333 43.7% 23 L 72, BRIRIIICAH B 12eL
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3% (BFMDRS-M A I 7 78 50% VL Eti3%) L 7= Eflid, —RMED A b =7 Tl 56% 128 L,
ZUREZAN=T TIE21% THo 7.

ENOYAN=THIETA RT4 2 Tid¥, Wil GPi-DBS [ZBAD ZIRET A =T 12
S LTRHIRPROONDLZ DD LDOT, FBHEIEOEGED A =7 T, BEIEED
ISR SN S L I NT\w5 (GRADE 1B #EMIEAS [[@UWHE] /ITEF>AD
RN [dr]).

SR

1) Elkaim LM, Alotaibi NM, Sigal A, et al ; North American Pediatric DBS Collaboration. Deep brain stimulation for pediatric
dystonia : a meta-analysis with individual participant data. Dev Med Child Neurol 2019 ; 61 : 49-56.

2) Badhiwala JH, Karmur B, Elkaim LM, et al. Clinical phenotypes associated with outcomes following deep brain stimulation for
childhood dystonia. J Neurosurg Pediatr 2019 ; 12 : 1-9.

3) Hale AT, Monsour MA, Rolston JD, Naftel RP, Englot DJ. Deep brain stimulation in pediatric dystonia : a systematic review.
Neurosurg Rev 2020 ; 43 : 873-80.

4) HAM#ESS, BB [DANZTHHETA N4 V] EERR, . VAN TBEATA N7 4 > 2018, HIT:
FVLEE, 2018.
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CQ7 - 3 7. TEAIRRiF Al

BIEHE (—RME) DAMZTORBREICENT,
EMFATIIHREINDZ D ?

1. REFBERNGBED G VNEDBGME (—RM) DA N7 LT, mREKERA
ERRMREBRIZEDA (GPI-DBS) (3B TH 5. 15(C DYT-TORIA B &, HRE S
BEEZHOBEVRETIDRIEL, TOBRZIRILEZLVEDD, F—&
RE U TERRBIHESINS.

&

5“1"

BADY AT HBITA KT A4 TR, —REEHEY A~ =7 TR E BN
17 Hst i 150 ) S 3% (globus pallidus internus deep brain stimulation © GPi-DBS) 254 %1 T&H ),
MR ThB Y (GRADE 1A HROmES [MOHE] ITET> AOHERME [#]),
ABIZBWTH T v ZOMEEEIIE T3 2 25 FARkICHECHER I NS,

ANBOBIRE(—RME) VA b = 703 2 B MMFAI w2 T~ 7 2L EGRER LA
EET, PROAY T ) P AL BEBOBEMEPHFLET HOHTH D>, BIENIEEL
AZTFY T AOWT IS, GPi-DBS 2V/NEEMRME(—KME) VA= T DOV A =T
r — )V (Burke-Fahn-Marsden dystonia rating scale : BEMDRS) % 50% L Feis& &+ THE D,
FMTHLHEMESN TS,

INB—KEY AN =T DAY T F1) v ATIE, GPi-DBS i 1 4£ LA BEMDRS-M A
I 713 59.0 ~76.5%, BFMDRS-D A 2 713 49.5~70.0% DLENHRE SN TW5D. 56%
DFEBICEERATIZ A 3 1223% (BEMDRS-M A 3 7 %5 50% DL LEis%) L2k ShiTwb,

Elkaim &%, XK 72 L D /INRT A N=ZTEERIBIORXA Y T F) T A%T5 722,
BIZPEY A b =7 161 B (MR & 528 % D 2 v 111 B (DYT-TORIA, DYT-
THAPI), 2SR %9 50 B (PKAN, GAl, Lesch-Nyhan 7t )], k%Y
AL=T 76 Bl, FEEMET AP =T 72060, AP 12 6] MEEERCHERE DR ViR
ZPEY A b =7 Tl GPi-DBS i 4 13.5 2 H (1 J¢fiH) T BFMDRS-M A I 7 1£76.5% U L,
BFMDRS-D A I 713 70.0% ti# L T\ A, —J7, ffRZEMRRERE 204 SnkY A
I =7 TlEA# 12 7> H T BFMDRS-M A 2 713 26.8% D3, BFMDRS-D A I 71321k
L ThoT.
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Badhiwala 5 (%, Elkaim 5D A ¥ 7+ 1) ¥ A THEFE SN 72 GPi-DBS % F i L 72/hNE Y A
=7 301 B (—kME 167 B, k1256, 3470 —=XA-TARZT 9B IZDONT

WET AT 2 1T o 7229, —WREY A b =7 T4 18 % H IKE 55 C BEMDRS-M/D A I
T 7% 59.0%/49.5% LLFE L7z,

Hale 51, B 19FD A% 7 F1) ¥ A% 47\, GPi-DBS % %t L 72/NET X b =7 76
FEB] (— kM 52 B (DYT-TORIA 29 B, = Db 23 B11), Kk 24 BI) 12DV THET L 729,
%139 2.8 4-C, BFMDRS-M A 2 7 (7% 43.8% (3% L, BFMDRS-D A 2 7 {%-34
43.7% S L7, BRRIYICAE = ICEE (BEMDRS-M A I 7 28 50% DL F2s) L 72 fE B,
=Y AN =TT 56% IZxF L, SRV A M= T TR 21% THo 7.

WAD—KWET AT DA TF )AL DE), —RET AT DLENT
DYT-TORIA D5 A b % < RIS & (i3 12 2 H T BFMDRS-M A 2 7 1
68% U35 U 72) 7%, DYT/PARK-TAFI, DYT-SGCE, GNAOI, ACTB |2/ L CTH REEICH
#THAH. —F, DYT-TORIA & 8§ % & DYT-THAPI (38%), DYT/NBIA-PANK2 (27%) ,
CHOR/DYT-ADCYS5 TlFgEIEZ L. /NEBITYH GPi-DBS O A &% % Tl § % 72012,
T O = TR A TR B B % .

ETA

1) HAMEES, BB VA NTBETA N4 2] fEERS, . VAN TBETA N7 4 2018, T :
B, 2018,

2) Elkaim LM, Alotaibi NM, Sigal A, et al ; North American Pediatric DBS Collaboration. Deep brain stimulation for pediatric
dystonia : a meta-analysis with individual participant data. Dev Med Child Neurol 2019 ; 61 : 49-56.

3) Badhiwala JH, Karmur B, Elkaim LM, et al. Clinical phenotypes associated with outcomes following deep brain stimulation for
childhood dystonia. J Neurosurg Pediatr 2019 ; 12 : 1-9.

4) Hale AT, Monsour MA, Rolston JD, Naftel RP, Englot DJ. Deep brain stimulation in pediatric dystonia : a systematic review.
Neurosurg Rev 2020 ; 43 : 873-80.

5) Artusi CA, Dwivedi A, Romagnolo A, et al. Differential response to pallidal deep brain stimulation among monogenic

dystonias : systematic review and meta-analysis. J Neurol Neurosurg Psychiatry 2020 ; 91 : 426-33.
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CQ7'4 7. TEAIRRiF Al

MNRI A PZT7ICXT B ELL A FHTIE
AR SBETCEEHD?

1. /NRBPZX N Z7(CX S B EAMFMTOBEINF i (CEE T 2B AERF A L. MRKT
RTE, FHOFMFES 10 mUUE, REDFiFERE 8 mMUUBEDEDNE L

FEsH
INBTA D =TT BN TR ORI & FIRICE T A0 T YT Y Ad R,
WO RRRIETEL 1 HERE 2 5 D AHEH D V), I T En 125, RIETMERIKTH Y.
—RETAP=TIZBWTE, BEOMETTMROERIFE NI LY, R
WIZE TRV LV EHRE SN TV L)Y, gﬁf“%i%f“ﬂilﬁﬁbﬂﬂéb‘aﬁﬂ@u RSN
NBWREDYD DO, BEEOEHROE RLWREDNH 2 EICEENLETDH
BT,

D) REHEET, HEy BEEW, 50 ANRBIISEREIED A N =TI B s B o s R, BERei st
2019 ; 58 : 79-84.

Coubes P, Cif L, El Fertit H, et al. Electrical stimulation of the globus pallidus internus in patients with primary generalized
dystonia : long-term results. J Neurosurg 2004 ; 101 : 189-94.

Valldeoriola F, Regidor I, Minguez-Castellanos A, et al ; Grupo ESpaiiol para el EStudio de la EStimulacién PALidal en la

5%
~

W
=

DIStonia. Efficacy and safety of pallidal stimulation in primary dystonia : results of the Spanish multicentric study. J Neurol

Neurosurg Psychiatry 2010 ; 81 : 65-9.

Isaias IU, Alterman RL, Tagliati M. Outcome predictors of pallidal stimulation in patients with primary dystonia : the role of

disease duration. Brain 2008 ; 131 (Pt 7) : 1895-902.

Isaias IU, Volkmann J, Kupsch A, et al. Factors predicting protracted improvement after pallidal DBS for primary dystonia : the

role of age and disease duration. J Neurol 2011 ; 258 : 1469-76.

6) Lumsden DE, Ashmore J, Charles-Edwards G, Selway R, Lin JP, Ashkan K. Observation and modeling of deep brain
stimulation electrode depth in the pallidal target of the developing brain. World Neurosurg 2015 ; 83 : 438-46.

&~
z

wn
3

7) Cif L, Vasques X, Gonzalez V, et al. Long-term follow-up of DYT1 dystonia patients treated by deep brain stimulation : an
open-label study. Mov Disord 2010 ; 25 : 289-99.

8) Air EL, Ostrem JL, Sanger TD, Starr PA. Deep brain stimulation in children : experience and technical pearls. J Neurosurg
Pediatr 2011 ; 8 : 566-74.

9) Hudson VE, Elniel A, Ughratdar I, Zebian B, Selway R, Lin JP. A comparative historical and demographic study of the
neuromodulation management techniques of deep brain stimulation for dystonia and cochlear implantation for sensorineural
deafness in children. Eur J Paediatr Neurol 2017 ; 21 : 122-35.



