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(1) A &Ete] EM
O A5M 2=A=Z(Cerebellar Ataxia, CA)1)2)3)4)5)

- (9l) detdoz vlgdMdel dEbd 2 xS(sporadic ataxia)nt 7
258 =S (genetic ataxia)22 T = A0, FAAE, HASH o[,
g2ty A Eldd flel, A =tio] S oot fleleg dhle 5
NS
- ¥ 2k 23 =Z(Spinocerebellar Ataxia, SCA)2 AFMAH Moo=
FHES MEeH Hedoz, tiFE229 SCAT Zdd del &l og
By detoz, RSHZTE FR TY2Z 5, cleket &k 2 S0
St 5+ US.
= I 507HK| of&te| SCA #&H ofado| 21FE. ZE ofdo| &ky
B2SHZE F2 U STY2=2 IRV w20 i Sttez Tt
el A2 gL REAL HAL glole 27kstt 22 US

= SCAE TN Zslez FIMEEE offdH=z SXHZ CHg. 22t
SCA o}d2 MZ 2 Zd £xel of=E £

- (9% I 2Hd 2SH=x3e #YE(prevalence)2 8.29Y/102HY
oz, Y ad 2SH=ES(hereditary CA)2 4.998/102HY, H|FH M
2kl 2Z4ZZ(non—hereditary CA)2 3.30H/102+H .

- (ZEhH 7158 ofF, 2 A, RUA AL STE AL S EAA
Hd22 Sof dte = UF
- YoollM  akd 2SH=E2 t'%i’g—.&. *?Léﬂ% ?l5§  Scale for

1) Principles and Practice of Movement Disorders, 2e. 2022.

2) Bradley and Daroff’'s Neurology in Clinical Practice, 8e. 2022.

3) Ferri’s Clinical Advisor. 2025

4) Joo BE, et al. Prevalence Rate and Functional Status of Cerebellar Ataxia in Korea. Cerebellum. 2012;11:733-738.
5) Goldman-Cecil Medicine, 27e. 2024.
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| Clearly secondary to a known underlying sporadic disease on initial workup?

J, NO YES

| Family history? | hid
Diagnosis of
\I/_ YES @ NO secondary MSA ILOCA
ataxia
G%}:éi%l;gsiiﬁfz’:j;:?dy Limited screen for dominant @ YES @ NO
embeld v and recessive ataxias.
Autonomic dysfunction, parkinsonism,
@ YES @ NO YES Jf NO and other characteristics of MSA?
e i N
| Specific | Genetic Suitable | Onset before 45 y.0.? | YES NO
| genetic ;| ataxia |==3>| for WES
| testing. ! panel. | NO | /WGS? @YES @ NO Re-evaluation of ;
SR ! clinical Suitable
YES 4 ES ¥ NO Full recessive DNA test for pr_?sentatio_n :md, _NTD> f(f)\:;\.’vgg’-"s NO
; if appropriate, :
s Unknown ataxia work-up CAle\:")?‘? . = furirrjwi;r tr;sﬁng
YES| /WES 3| genelic WESAES), =L AS: INO | for rare causes of \& YES
P NO | ataxia sporadic ataxia.
ecific
Goriclc ¥ YES W @ YES \ly YES WGS |
ataxia << WES

Fig. 23.1 The Diagnostic Workflow for Cerebellar Ataxia. AD, Autosomal dominant; AR, autosomal reces-
sive; CANVAS, cerebellar ataxia, neuropathy, vestibular areflexia syndrome; Cbl, cerebellum; FA, Friedreich
ataxia; AXTAS, fragile X-associated tremor and ataxia syndrome; GAD, glutamate decarboxylase; ILOCA,
idiopathic late-onset cerebellar ataxia; MSA, muitiple system atrophy; RBD, rapid eye movement behavior

disorder; SCA, spinocerebellar ataxia; WES, whole exome sequencing; WGS, whole genome sequencing.
(Medified from Continuum, 2019.)

[28] &kd 24z e =

- OjREe 2EAxt BEE A2Hol gion, Z& o5t 2 X|XH X 2o
=M e =
So= &
. HIEID E 25N 2EAMX S SHNo2 EX 23 AP} /S S50
HA/E5S Sof XE 4 U= SEAFTEE AR o} o4e

- Sl7tAler2 @12LY, riluzole, varenicline, amantadine 2| 2|7 ®sA=
S4k gtetol] 23U A0l 22 LMAIEEZ Soll LHA
» Riluzole : 20|42t S4 2o 23t A2 = of &
v CItsh Bolol 24X 2HA} 40H 2 HASZE o ¢
QUAAIEO| A, riluzole 100mg/day 83F 0 Z=Z
(International Cooperative Ataxia Rating Scale)7t 1008& "W 78
stk
= Varenicline : SCA3 &XfolM &
of| AHE (level B).

o2t

o XA JHMof ETE Y W=

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

7) 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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v’ SCA3 2tXlof| M varenicline 1 23], 1 =8
AtMZE 7R M E o] F2Fefuf A 2l AbA| el 1t H| 200 A LEEHE.
Amantadine: E|[&M 2Ak|M 2ZAXZE 2HAMOIA functional disability
a2 7 e (level C).
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functional capacityE X|&ZXH o=z JHM et

mg =S2A| T2 B}
=
o



(2) otHl S4

O AMHES “H4 ar HAS o3t 25 Alzo| Ao 57t
= g

° =
(thyrotropin—releasin

- TRHE Zakd X3 3220 W5 A8 oQT 25 B4 So
A o

o =
- UES HACR B AN AHES ME 9 oMIZY 52
°of 28 552 LEsd, ol2et EME TRHS WAl o
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X2

- oM o kY 23 Hxo BFE ARYE A20{1121914919), tfFE2
of A2= HSH Ecs AXYEY. &5 WmMolM TRH ated~tol s
2717t MetHolatn A=5E1e)

8) Aol ook F5387F HauA

ol BHMO|X| UAHL} Oj2te| Rt R, UAIX

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

311-332.

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. 1996,71:139-145.
11) Ferri's Clinical Advisor. 2025.
12) Goldman-Cecil Medicinie, 27e. 2024.
13) Bradley and Daroff’s Neurology in Clinical Practice, 8e. 2022.
14) Harrison’s Principles of Internal Medicine, 21e. 2022.
15) Principles and practice of Movement disorders, 3e. 2022.

16) Principles and practice of Movement disorders, 3e. 2022.

17) Silva RD, et al. Guidelines on the diagnosis and management of the progressive ataxias. Prphanet Journal of Rare Diseases.

2019;14:51.

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

19) EFNS/ENS Consensus on the diagnosis and management of chronic ataxias in adulthood. European Journal of Neurology

2014,21:552-562.

20) EFNS/ENS Consensus on the diagnosis and management of chronic ataxias in adulthood. European Journal of Neurology

2014;21:552-562.



Zo| AlRsoR I 44 AMRH 1H, F7ILAAEXIE 1HS HED
O [44), BH=ol ChaH21) 204 Ofatel TH Fch 7| Ze2)ofl e} MLk HAS
o= o3t REAXZ FHEel FAHN=149)298 HACZ AHER

1 |

1 72 s Estod, o7l olE =7, 34

(n=75), ®?I(n=74)22 Al
AeAle Zat

- 1xF GItx[Ee! ZIM R tH| 243X} K-SARA24)25) H= Hal= MEEF
Ol A —0.51£2.79 CHH| 2|2FT 0.36+2.6222 sAHMo=z ROt /g

Hol(p=0.0321).

- 2K} "WIIX|ZEQl J|X%| CHH| 123X} K-SARA A== B3l 7|X x| CHH| 24F
CGI-S26), K-SCOPA-AUT27), EQ-5D-5L S2o| Mz H3l 2! 43 Cid| 24F
o| CGl-I, CGI-EQ| Hsl= AMHELD} 2k Zte| ®elo|st Xjo| gl=.

Table 2. Efficacy outcome measures of taltirelin

Taltirelin group  Control group

Outcome measures (n=T5) (n=T4) p value
Primary efficacy outcome measure
Changes in K-SARA scores at 24 weeks from baseline -0.51£2.79 0.3612.62 0.0321*
Secondary efficacy outcome measures
Changes in K-SARA scores at 12 weeks from baseline -0.47£3.05 0.05%2.66 0.1151
Changes in CGI-S scores at 24 weeks from baseline 0.08%0.56 0.03z0.47 0.4925
Changes in CGI-l scores at 24 weeks from 4 weeks 0.15x0.65 0.31x£0.57 0.1170
Changes in CGI-E scores at 24 weeks from 4 weeks -0.08%0.65 -0.1620.57 0.3440
Changes in K-SCOPA-AUT scores at 24 weeks from baseline -2.27%6.09 -0.45+5.34 0.2349
Changes in EQ-5D-5L scores at 24 weeks fiom baseline
EQ-5D-5L descriptive system 0.00£0.16 -0.02%0.13 0.3159
EQ VAS 1.92421.72 -3.88418.32 0.1539
Changes in Tinetti balance and gait scores at 24 weeks from baseline 0.03+4.02 -0.34£3.25 0.5874

Values are presented as meanztstandard deviation.

[Z8] 12 & 2xF 7=2d €7t 23

21) Cho JW, et al. Efficacy and Safety of Taltirelin Hydrate in Patients With Ataxia Due to Spinocerebellar Degeneration. J Mov
Discord. 2025;18(1):35-44.

22) A2 MYZe] A% SFAZ A9 A FEREE ) oldel AA ANE FHete] AGA BY sfol AraHMyF %
(SI=N =4 ;ﬂ%)

IO BRAE=
O e A3 ¢3E F5 oF, 4F 589, /158 g
@ fAA AAF: SCA 1, SCA 2, SCA 3, SCA 6, SCA 7, SCA 8, SCA 17, FA 5 AP} 7153 35
@ Brain MRI #AAF = CT AAF @ &4 2 Ao o) off, 3k WAS, HTY¢ T4 oF &2l
@ Er e A AL
23) 7174 1+7144=86:63
24) 7} =91 Scale for Assessment and Rating of Ataxia(SARA) o]0 g H4v) 842 ST}t 55
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25) 714X Hit K-SARA A4 AFHET 13134, v 12.494 08, K-SARA A9 minimal clinically important difference(MCID)®
AR oS

26) GCI-S: Clinical Global Impression Scale-Severity

27) K-SCOPA-AUT: Korean version of Scales of Outcome in Parkinson’s Disease Autonomic
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- 7|M x| OfH| 24X K-SARA A= H#Hs5te| s &E &4 Z1f,
= FHM 2SAXTZE 20N AMEELO] 2T OiH| SAMZ Folst
Xto|E Hel.
72 (n=86) H| 78 M (h=63)
MAHE T (n=41) 2| okt (n=45) MAHE T (n=34) 2| ok (n=29)
K-SARA -1.284+2.91 0.03x2.41 0.41+2.35 0.86+2.88
By 5} p=0.0099 p=0.6581

= SCA w8 & SCA30AM AHEEZT -2.36+2.30, ?[2ka 0.29+1.982
SAXM2 =z welolgt xHo|7t AUZ(p=0.0220).

p=0.0220* Il Taltirelin group B Control group

LIS

‘10 T T T T T T
SCA1 SCA2 SCA3 SCA6 SCA7 SCA8

Changes in the K-SARA scores

Figure 4. Changes in the K-SARA scores at 24 weeks from baseline by SCA subtype. *p value<0.05. K-SARA, Korean version of the Scale
for the Assessment and Rating of Ataxia; SCA, spinocerebellar ataxia.
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T —_ = )
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=2 Ao Z LIEH(p<0.001, wilcoxon =24 XN). 7HME302 AIHE

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