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Table 1 Clinical information for each prion disease patient.
Period from onset to (months) PrP gene analysis
Case Diagnosis Onset ; ; ; Days of c G WB analysis
No. (age) | Presence o Presence o Transfer to hospitalization . odon | Codon of PrPres
myoclonus | PSWCs on EEG | M | our hospital | D€2th Mutation | ™59 | “919
1 ¢CJD 73 15 None 22 82 102 618 V180I | M/M | E/E V180I type
(Definite)
2 sCJD 70 1 1 3 23 24 36 — M/M | E/E Type 1
(Definite)
3 sCJD 62 35 35 4 6 30 703 — M/M | E/E Type 1
(Definite)
4 GSS 54 24 — 18 39 62 520 P102L | M/M | E/E | GSS102 type
(Definite)
5 sCJD 73 15 1 3 24 31 203 — M/M | E/E Type 1
(Definite)
6 sCJD 78 4 4 5 6 27 652 — M/M | E/E Type 1
(Definite)
7 sCJD 74 0.5 1 2 4 12 232 — M/M | E/E Type 1
(Definite)
8 sCJD 64 15 15 2 5 >13* 244 — M/M | E/E —
(Probable)
9 sCJD 83 45 45 6 4 15 350 — M/M | E/E Type 1
(Definite)
10 sCJD 80 1 15 2 2 5 108 — M/M | E/E Type 1
(Definite)
11 sCJD 72 2 25 5 2 >13 >234 — M/M | E/E —
(Probable) (Survival)
12 sCJD 65 — — 16 12 >18 >63 — M/M | E/E —
(Probable) (Survival)

CJD: Creutzfeldt-Jakob disease; GSS: Gerstmann-Striussler-Scheinker syndrome; sCJD: sporadic C]JD; gCJD: genetic C]JD; PrP: prion protein
PSWCs: periodic sharp-wave complexes; EEG: electroencephalogram; AMS: akinetic mutism state

V: valine; I: isoleucine; P: proline; L: leucine; M: methionine; E: glutamic acid; WB: western blot
Days of hospitalization: the total length of time for which the patient was hospitalized in our hospital in akinetic mutism state

*Transfer to other hospital

3. PR

KBTI BIM & AT L 7PN 7 <, IR &, i K 7% Eof
BHEC X 2 MR EE R TR, EEERER S TRE L
TWz JERL & N7 U RAIZ BB e S\l B G L 72, &
B CTHREINIERA T A~ A7 I X ABERGVBBI b
Nz KD S ORI R EMLEOHEIE L {, [ENTE
2 NTIPE IR B Z b d o 72, SHREHBTERL
BEOZEY - otz

4. FEERGHEERSG ) —
EFHHESIREICV o TR L REFTREY T —T V%
b HWIREREIRT ST, AOHEIC X 548 iRE
RNFHCIRRE D EALA 20 T IUSRE R e S . B
BT % BGAT L IERNE o 72, R IRERERFICBIT 5 5%
BREOHRS H 1Y) —13 600~1400Kcal/H T - 7=. AEH
E, MFEOREAEE 7V T 3 V% 5 D72
THEMEBZ 2w, #5700 —3REFR— b F— 208
HWEWE 22 CHAMM L, 1000Kcal/H TRk S 2 4 Bl
B o720, FlE & HITHRERBEN - 7
BHER BIER, SFREOE L LX)V REREE
Ik L, FRAEEZIT LY =Rz oslichy, ox
19 A5t 308 B Td - 7o (B PEIEFIREE T O ABEHIE DKy
78% \THIY). Z0 ) LHLER A 7 — 7 OVEREIE 10 ME
194 HHT, ¥7 vV —#i % lifr L2020 ) 5 9 mEk

135 HICTHh - 7=.

L7980 6 3FNIIE T F TRAT M2 2 ke L
7o Ao 6 PUIHAKRINITRE KA Z UL L, 1 6] THRAY R
FH, SBICH.LEIRY 77— T VEBIC X SN E B S
o TWwWi.

5. AHHE & G

ABHEBEEORL L LT 1 CREMEIT L TRE
SRERAL, 1 I CHERERE IS LCROA T2 4 NI, 1#T
FIUESK L CRIER ORER G2 - 72PN e Bin 7
WHFE e h o7z, URARPIZIA IO —XADBHRED D
N7z 78 ® 4B, clonazepam 0.5~15mg/H D¥55 8
b, IF 7 u—XANHET LI THIEI N T W2 »
FTNOMERITD clonazepam 512 & ) I+ 70— X X1
WA L, BIED B ZIZN5 A ] GER 7,35 7 H k),
6 7 H Ciefdl 8,45 7 ARk#E), 8 7 A GEBI 11, 6 1 H ki),
13 7 H Gl 3,95 7 Afkfe) TI A7 u— X As5HKk L7,
Clonazepam #¥5- L o 72 3B RESRZF N ZENE I H
GER 6,4 /7 Higde), 104 H GEB 9,55 » Hfkk), 5 H H
(GREBY 10, 4 71 A k) T L THB Y, clonazepam DF5-H%
IF U= X AOHERINHEET 20D »iEHLNTH
o7z

SEIERM %, IRIBIEGE, B K 7% & ORRGSEIC & )T
HHI D G- E B I %o 7201E D 20 [EF 179 A M, ik



52 : 316

FRERHRIES 52%57%5 (2012: 5)

Table 2 Clinical course and treatment during the akinetic mutism state for each prion disease patient in our hospital.

Administration
Case|Coexistent disease Complication Cause of
No. (Therapy) (No. of times) death Nutrition Intravenous Transluminal
(Calories (Kcal.)/day) (No. of times; total duration) (No. of times; total duration)
1 Pemphigoid BC (6), GE (1), RF Nasal-tube CI (4; 42 days) (including CVC (1; 6 days); Ab (4; 26 days)
(Steroid) (800) No HA), Ab (5; 20 days)
2 | Bronchial asthma AP (1), BC (1), RF Nasal-tube CI (1; 18 days) (including CVC (1; 16 days); Ab (1; 4 days)
(Bronchodilator) (800) HA (1; 11 days)), Ab (1; 16 days)
3 None AP (2), BC (15), RF Nasal-tube CI (2; 45 days) (including CVC (2; 35 days); Ab (24; 94 days),
HZ (1), UTI (1) (800-1,000) HA (2; 29 days)), Ab (3; 29 days) Av (1; 7 days)
4 None AP (3), BC (2), RF Nasal-tube CI (3; 49 days) (including CVC (3; 60 days); Ab (3; 23 days)
Cellulitis (2), PM (1)|with AP (600 - 800) HA (3; 35 days)), Ab (4; 51 days), Af (1; 11
days)
5 None BC (6), UTT (1), RF Nasal-tube None Ab (7; 55 days)
(1,000-1,400)
6 None BC 9), GE (1) RF Nasal-tube None Ab (10; 74 days)
(1,000)
7 None AP (1), ARF (1), ARF Nasal-tube CI (5; 124 days) (including CVC (2; 4 days); Ab (3; 21 days)
GE (7), UTI (1) |with AP (800-1,000) HA (2; 58 days)), Ab (3; 33 days)
8 None BC (2) — Nasal-tube None Ab (2; 14 days)
(1,000)
9 None AP (1), BC (1) RF Oral — Nasal-tube CI (1; 1 day), Ab (1; 1 day) Ab (1; 7 days)
with AP (1,000)
10 None AP (1), BC (1), RF Nasal-tube CI (1; 5 days) (including CVC (1; 3 days); Ab (3; 18 days)
UTI (1), GE (2) |with AP (1,200) HA (1; 2 days) ), Ab (1; 5 days)
11 Hypertension GE (2) — Oral — Nasal-tube CI (1; 10 days), Ab (1; 10 days) Ab (1; 3 days)
(Hypotensor) (1,000)
12 None BC (2) — Oral — Nasal-tube CI (1; 14 days), Ab (1; 14 days) Ab (1; 5 days)
(1,000)

CVC: central venous catheter; Ab: antibiotic; Af: antifungal; Av: antivirotic

AP: aspiration pneumonia; ARF: acute renal failure; BC: bronchitis; GE: gastroenteritis; HZ: herpes zoster; PM: pulmonary mycosis; RF: respirato-

ry failure; UTL: urinary tract infection
CL continuous infusions, HA: hyperalimentation

No. of times: Number of times that the treatment was administered; Total duration: the total length of time for which all treatments of the same

type were administered
Complication: Complication for which treatment was needed
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Abstract

Investigation of the clinical course and treatment of prion disease patients
in the akinetic mutism state in Japan

Yasushi Iwasaki, M.D."”, Keiko Mori, M.D.” and Masumi Ito, M.D.”
"Department of Neuropathology, Institute for Medical Science of Aging, Aichi Medical University
*Department of Neurology, Oyamada Memorial Spa Hospital

Twelve cases (one Gerstmann-Straussler-Scheinker syndrome (P102 L; definite), one genetic Creutzfeldt-
Jakob disease (CJD) (V180I; definite) and ten sporadic C]JD (7 MM1-type definite, 3 probable)), who reached the aki-
netic mutism state, were investigated with regard to their clinical course and treatment. They were hospitalized
for a total of 3,968 days in the akinetic mutism state. In the nine definite cases, the median period from the akinetic
mutism state to death was 22 months (average: 27.0 + 23.3 months, range: 3-80 months) and median total disease
duration was 27 months (average: 34.2 + 30.1 months, range: 5-102 months). In the seven definite sporadic CJD
cases, the median period from akinetic mutism to death was 21 months (average: 17.0 + 9.6 months, range 3-28
months), and median total disease duration was 24 months (average: 20.6 = 10.0 months, range: 5-31 months). Nasal-
tube feeding was performed in all cases. Symptomatic treatments such as parenteral nutrition and antibiotic
drugs were administered for complications such as respitory and urinary tract infections and digestive symptoms.
Patients received rehabilitation and hot spring therapy regularly until death. Gastrostomy and/or tracheotomy
was not performed in any case, the patients were not intubated nor was mechanical ventilation (including non-
invasive positive pressure ventilation) applied. Vasoactive drugs were not administered. Clonazepam was admin-
istered for myoclonus in four patients but not in another three when myoclonus appeared. It is unclear whether
the treatment influenced the duration of myoclonus.

Our observations indicate that the extended survival period among Japanese prion disease patients is likely
due to the management procedures implemented for prion disease in Japan, which are usually continued after the
patients reach the akinetic mutism state. We speculate that nasal-tube feeding is the crucial factor that results in
the prolonged disease duration of prion disease patients in the akinetic mutism state.

(Clin Neurol 2012;52:314-319)

Key words: prion disease, akinetic mutism state, nasal-tube feeding, symptomatic treatment, respiratory failure




