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taltirelin hydrate 5mg

sle| 7Y A

B4 Lk MMZO| of8t 25 Axe| A

0l o2 SAXE HOl= Ch2 RARIEN| floom W HEF U F
of 22is a7l wet MEolol MEE FEh Fof Fofsict,

EAH Mole EE|HRIFEEZM 13 5mgs 1Y 23[(otd/ANYH)
AlZof| A7 Fo{stct. s o3 Ao w2l MES| SZEsho)

0] 2f2 7Z oA AlESHH SHEEZ Efdpe2(E o) 58
o] 7tsskx|gt, 7 Muto| 42 F1iJ} LiEHtE XA I} of =2
2 85 Fole EfY = 22 538t

119(7|Elel SFAA ), MELI*=E

- R8N 2SA=E9 stz FH™, HaEo, 7 Fo[M(dysmetria), +S&
Ol (dysarthria), HX|HE 52 2SAMEZTSAS LIEMH2),

» REM RSAMATE FUEX AAE S5 TG £= ofEE & = Yon,
MAMAH M 2ZAlZZ(autosomal dominant cerebella ataxia), A
M AN 2ZAxZ(qutosomal recessive ataxia), XZAHX| 25
AMxzoz Lig, #IXoz |FMM 23AMTE 9N 2SATFE siLel
2| =2|5| 2=A=(Freidreich Ataxia, FA)7F 71&F & 22y

» RpAb|M 2ZAIX(SpironoCerebella Ataxia, SCA)= AMHAY M 2
SAMZTZ9| SlLIZ, 305 olate| 2ol RMAIF SHA US3).

- Aks XM, Edzx=d, SEQe =& 55 ISt 7|#S=Z, axo
Ol U2 AP PEAX ZAS LIEHE £ US. 4N 2EMx
Aol M= MRl S HARICto|M Akl ==0| WHAE £ 2AS4)

O 2z x&

-7 Ee RsAx== EZF x| EHo0| 2056 ZZI&0|AkHdystonia), Z
M, % So Zag ofNsis iEeWe AW
« H|EIZ E 25N 234x 5 RAEMez £ 22 AP} of/2 535104

HMH/ESS S5l X2 + Aes SSAUZTST L5 oL} a5

- 5{7tAtER2 @loLY, riluzole, varenicline, amantadine S2| 2|7} Al

ZA ekstoll 2P ASO| 272 AMAEHE Sdll L USS).

1) V123, dxH o F347%d 9% F5 A4 95(G10~G13)
2) Ataxia UK, Management of ataxia, 3e, 2016

3) Principles and Practice of Movement Disorder 2e, 2011

4) Ferri's Clinical Advisor, 2018

5) Harrison's Principles of Internal Medicine, 19e, 2015

6) Goldman-Cecil Medicine, 25e(2016)

7) Ataxia UK, Management of ataxia, 3e, 2016

8) EFNS/ENS(European Federation of Neurological Societies/European Neurological Society) Consensus on the diagnosis and

management of chronic ataxias in adulthood, European Journal of Neurology 2014, 21: 552-562
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« Riluzole : SE0/4 4k 220 EDPE HOZ of A (level B). (2) =H =4
v Clsh golol 2S5 Alx X} 40H S Moz ot feti= o|=WH O AMNHES "X Ak HMSB| ot 25 Alzxo| /M ol §7iek2 ZHAMXIZ
QAMAIEHO|A], riluzole 100mg/day 8% 5§04 Z3} |ICARS S22 4= 2 E(thyrotropin—releasing hormone, TRH) SAIZ, 1 23]
(International Cooperative Ataxia Rating Scale)?} 1008Z= "HA 7% Foi5t= dTHA L.
Tagh - TRHE ZAMM X2 s220| w& 28 olQoE 25 &M So| £3
= Varenicline : SCA3 2tXlojlA Ealml XM 7iAMol| gAY 4oz of At MAH 2SS LIEE = UF9.
El(level B). -BEZ fjaloz B AIEoIA MEZS ME o oMEZE SEE =0
v’ SCA3 ZXlol|A varenicline 1& 23], 153 1mg E2A T2 Hdlh) 1 siotel 28 sEE REodl, ol3T 23HE TRHL2E H|IA| 7ol stHA|
RHMIZE JHAEO] SAFQHIE QlAMA|E Tt R Zef 2 1ol LIEH Zotal XHH2 2 LIEHE10
* Amantadine: E[&8AM =2k|d 2ZAZTZE BHXMAIA] functional disability
SAg JHME(level C).
v OESAM AL SEAXZ HAE Aoz, At 12 300mgel (3) MM ! AT =ZXH
amantadine2 F0{st Al Z1l, functional ataxia scoring scale0i|A] O WIAM, UARBXEA AN 25 Axo EX x2He glon o=s
functional capacityE X|EM2 2 7{ME X BOHH S Of MBHE Q2. HEES| XBs HXX SO 213)14)
. . . & | = =3 =
— EFNS/ENS(European Federation of Neurological Societies/European AR AMAIYE ZIE ZHE AL 2SAX &Ko MxSAN A H
. . - . T . 3 oS xXAHE | ©
Neurological Society)= Riluzole, varenicline, amantadine <2[2| 2k B i Sofl riluzole, varenicline, amantadines FH3std AS15)
(5-HTP, acetazolamide, buspirone, tandospirone, IGF-1, TRH, 74? ofed - WIAM A TRHo|| 28t g2z Yzo AAMAE| MIfE AL, 2317}
2 &H|, coenzyme Q10Z} vitaminES| S&HF0Y)= AlY 21yt =X & X 1 XAl HojRlcln A2 =16
Lt AI27F BE=5122 AAMNMOoOZ E0{sHK| L2 ZHEe HDE
HLb X2} =512 {olX| b2 As AL — J}o|EElolA} TRHE 2 abE0|x| oA ,

& TRH= & =1
SHA| gt AE dsks Aol =ZTHE

9) Horita A, Carino MA and Lai H: Pharmacology of thyrotropin-releasing hormone. Annu Rev Pharmacol Toxicol 26, 311-332
(1986)

10) Kinoshita et al, Effect of TA-0910, a Novel Thyrotropin-Releasing Hormone Analog, on In Vivo Acetylcholine Release and
Turnover in Rat Brain, Jpn J. Pharmacol. 71, 139-145(1996)

11) Goldman-cecil Medicine. 25th ed. 2016.

12) Harrison's Principles of Internal Medicine. 29th ed. 2015.

13) Principles and Practice of Movement Disorders. 2th Edition. 2011.

14) Management of the ataxias towards best clinical practice, Ataxia UK, 3rd ed. 2016.

15) EFNS/ENS Consensus on the diagnosis and management of chronic ataxias in adulthood. 2014.
16) Principles and Practice of Movement Disorder 2e, 2011

17) EFNS/ENS(European Federation of Neurological Societies/European Neurological Society) Consensus on the diagnosis and
management of chronic ataxias in adulthood. 2014.



O XeHez 2, 7J|2o] Jtsst 45 WX 5T HFEL2L|HMTS stk
(n=427)8 tjatez MHEF(n=213)T} ek (n=214)22 FZ{ulH,
Ol ZYZH S /U= AlE o A{18),

- ITTZ(Intent-To-Treat, AMEET n=207, 2A*TZ n=213)2 HIM=2=Z
28F T MEPDHIME19ZE "WIlet Ao}

» 7R "It M2 2 AMFEES MUt HMEE feko dlsh 7elshA
=2 Ho=2 LIEFH(p<0.001, wilcoxon =¢ISHAX). 7JHME202 AAE
0| 24.2%, 9|2k20| 8.9%Z LIEIGS0i(p-value not shown), 2tst
g21)2 MHETO| 27.1%, fIeFF0| 42.3%= LiEH(p-value not
shown)

» AT U3t 0|5HE B MEloz 2 28F F MUDIMEOl £H otstg
2 MHEFO| (et dHlsH RelshH RUSLHAHEET 26.7%, ek
o 42.0%, AtO| -15.3%, 95%Cl —-24.9%~ —-5.8%), +& 2Uatg =M
H|WA| 7|8t Xto|= HO[X] 2*Z(p=0.078, log rank test).

— o

2 28F ¥ 2EAZZF MU I

PCZ(Protocol-Compatible, A&HET n=168, 24T n=170)2 CHA
A

F22)5 gotet At

18) Kanazawa et al. Clinical Evaluation of Taltirelin Hydrate(TA-0910) in Patients with Spinocerebellar Degeneration -A
Multi-center Double-blind Comparative Study with Placebo-. [&KE#£(Journal of Clinical Therapeutics & Medicines)
1997;13(16):4169-4224.

HE SEAEEE AWA RS FHow dBER A9 ANES dete] theel s B 1 A4 A, 2
429 (%9 A9 99, 5 4% o8, 6:355 ok, 7 A4 o), 8 AR
.

20) A5 M oldom ke @At vlg
21) A% °tg} ojstz Hrke A v &
22) THAMAANAE: SFHETF, d3FHe] AHFFIES Fo| A A7 vlaste], oo 8dAR U 1 AA3 A, 2 %
5o M, 3 AT A, 4 BEESe] A9 91D), 5 AT osh 6:35F s T A otsk Xi ARV 50 T4 9%
AAE B4 _ REAETE AW A= a5z Auks s HrplE
AW FTET eAlY Wt ks A FFET dAd W
AAsl AA 2~397] o1 A Aol 295 el Aol Qe A | 39 ol A
T5% A 1-287 ol 74 Aol 295 el Adol g B¢ | 28 A
A% AA 0~197) o4 AA Aolw A%E gel Adol g B¢ | 18 A
2l Hsh Sl 250l i ot BWd 4% st e
3% ot 0~127] o4 o3t Aol &35 de] st 9= Ag | 19 st
F5% o3 1~28) o4 o3} HolE 235 del otgrt ole A | 2w ot
EEEIEE] 2~3570 ol ejst Holt 4% el otslzh gl A9 | 3l o4 ots
FL AR EART F duk, dde s A §%
PEEARTTE] 7t AR AH, AAE, BN, AR AR dwA SRR, dAEHEEe] AR V15 §AR
A ARIAE AFste] 7ol el N 7t FUh 5] FIEE )] TR e
0: 54 8o, 1 RISAAR, 20 A, 3 29 49 23 4 5, 5 49k 69 3 6 T

— PCZ(Protocol-Compatible, A&HZE
2 28F T AAMFZE MUY JIME

- PCZ(Protocol-Compatible, A&
2 52F T MubME "HIL Z3f

7T Bt =ME 2 A ETS 2SAXIE MU M EE flekol
I FolshH =2 ZH22 LIEHH(p=0.004, wilcoxon =2IEAN). i
E2 AMHEET0| 19.6%, 21220| 11.2%%F I (p-value not shown), <t
slg2 AMAHETO| 29.2%, 20l 41.8%=Z LIEF(p—value not
shown)

ZE 235t o|stE B4 TR &2 28F T RAXTIF [uk MM
of £X otslg2 AMHETO| flekol Hsl] Felst RUSLHAMEEL
271%, AT 39.4%, XIO| —12.3%, 95%Cl —22.2%~ —2.4%), +X

Aol= HO|X| 2*Z(p=0.208, log rank

N

St Xto| 7} LIERAX] 2bRb2(p=0.247, wilcoxon =9/ H™). 74
HETO| 15.7% 4TS 10.0%¥ 204(p—value not shown), 2Usle2
AMHZETO| 33.7% 22 37.6% =2 LIEF(p—value not shown).

Tk

= n=110, 22 n=110)2 &t

7CHA "o M2 2 AMEES| ME WMEE fefFnt ®elst xto|7t
LEEFLER] 2245 (p=0.134, wilcoxon T2&Ad). JHME2 AEHZFZO
14.5%, 912k70| 12.7% R 204 (p—value not shown), &stE2 AMEEL

0| 39.1%, ?|2+#0| 47.3% 2 L}EF=(p—value not shown)
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