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Table 1 Baseline characteristics of idiopathic five PKC (paroxysmal kinesigenic choreoathetosis) patients.
Patient 1 Patient 2 Patient 3 Patient 4 Patient 5
17 y.o. male 16 y.0. male 19 y.0. male 23 y.o. female 20 y.0. male
Age of onset 13 y.o. 15 y.o. 8 y.o. 13 y.o. 10 y.o.
Past medical History (—) (—) (—) (—) GTC in the infancy
Family History (—) (—) Elder brother with PKC (—) (—)
Medication =) (= =) (—) CZP 4 mg/day
Attacks
Aura ND ND Gloomy feelings Tingling sensation in Epigastralgia
left hand and foot
Duration 20-30 sec 5-10 sec 10-20 sec 20-60 sec 5-10 sec
Peak Frequency 10-20 times daily 5-15 times daily 10-20 times daily 10 times daily 10-20 times daily
in 16 y.o. in 16 y.o. in 15 y.o. in 17 y.o. in 17 y.o.
Exacerbating Factors Mental strain ND ND Mental strain Fatigue state
Fatigue state Chilliness
Chilliness
Brain imaging studies CT (C&E) DSA CT, MRI MRI, MRA MRI, MRA, CT, SPECT MRI, MRA, CT,

(*""Tc-ECD) SPECT (*"Tc-ECD,

BLjoflupane, '*I-IMZ)

Abbreviations; y.o. stands for years old. GTC, generalized tonic-clonic seizure. CZP, clonazepam. ND, no data. C&E, contrast and enhanced.
DSA, digital subtraction angiography. ECD, ethylcysteinate dimer. IMZ, iomazenil.
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Fig. 1 Brain images of Patient 4, Fig. 1A and 1B were of initial examination at 10 years from onset of paroxysmal kinesigenic

choreoathetosis (PKC). Fig. 1C was the comparison of SPECT images of initial with follow-up ones.
A) MRI, fluid attenuation inversion recovery (FLAIR) images: Axial, 1.5 T; TE 102.0, TR 10,000. Brain MRI revealed no
conspicuous atrophy and organic legions. B) “"Tc-ECD (ethylcysteinate dimer) SPECT revealed no conspicuous findings or

pathologically low-level perfusion. C) Comparison of three-dimentional stereotactic surface projection (3D-SSP) images of
#“"Te-ECD SPECT. Follow-up *Te-ECD SPECT revealed low-level perfusion over the bilateral parietal and posterior occipital

areas without laterality.

WS L, iR d Zfi2s ) 23550 5 e, BRERCR —
VAT L C b B 5 & BRI R 2 v, HiHTE O 440
LEHE —E S L v o ZEIRDSETEA L LR D R AT &
W4T L7z, B i (5t B % R R ASBEAE L 3 4 Wil f4 C ik
5L, BIERORG CRIMEHTELE 2 S BRI 2 M
TaEEw7z (Fig. 1B).

FEBI 5 BIERLE O 7 a4 BoS A CREZIH SN TES
IR L CBZ 200 mg/ H CTHAEIZIHL L7z, AR L 728

ELIHTIIA D 5. WBHBR L) 2R LA K
EL, BEOAREOKES b B2 S5 A OB % i
TL72.

6. PR LB AS

JEB) 4 & AER) 513 FRDEGE D ©H AR AR OB & 1T L
7z. MMSE, HDS-R, FAB ZDfE5 A CIXEE Tz 51
77> 72, Wechsler adult intelligence scale (WAIS)-IIT o 5



56 : 168 FRPRHH#EZ 56 % 377 (2016 : 3)

Inferior R-latersl Posterior

P R X X
... O006HOHRO000
OCOOOOESNs »

RL—R L

TsRRaaRRnD
RANYRABRR
Y Y Y Y LR

tARRBBAD
ORRRRAD

——— ROODS e s

Fig. 2 Brain images of Patient 5, Fig. 2A, B and C were of initial examination at 10 years from onset of PKC (paroxysmal kinesigenic choreoathetosis)
A) MRI FLAIR images: 1.5 T; TE 105, TR 9,000. Brain MRI revealed no conspicuous atrophy and organic legions. B) 3D-SSP images of *"Tc-
ECD SPECT revealed low-level perfusion over the bilateral occipital areas without laterality. C) 3D-SSP images of *I-iomazenil (IMZ) SPECT.
I.IMZ SPECT revealed decreased isotope accumulation over the bilateral parietal and posterior occipital areas
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Table 2 Results of neuropsychological test of Patient 4 and Patient 5.

Patient 4 at 11 years from onset

Patient 5 at 10 years from onset

MMSE 30 out of 30 30 out of 30
HDS-R 30 out of 30 30 out of 30
FAB 17 out of 18; conceptualization (-1) 16 out of 18; conceptualization (-1)
mental flexibility (-1)
WAIS-III
Full scale IQ, VIQ, PIQ 81, 94, 70 94, 106, 79
Verbal comprehension 88 95
Perceptual organization 59 63
Working memory 85 96
Processing speed 84 72
RBMT Standardized profile score 20 out of 24 24 out of 24
Screening score 8 out of 12 12 out of 12
BVRT (method type A) 7 out of 10 8 out of 10
MPVALT  Paired words 8-10-10 2-8-10
Non-paired words 7-10-10 0-5-7

Rey-Osterrieth complex figure (ROCF)

delayed recall 13 out of 36

immediate recall 33 out of 36

immediate recall 36 out of 36

delayed recall 20 out of 36

Abbreviations; MMSE stands for mini mental state examination (MMSE). HDS-R, Revised version of Hasegawa's
Dementia Scale. FAB, Frontal Assessment Battery. WAIS-III, Wechsler Adult Inteligence Scale 3" edition. VIQ, verbal IQ.
PIQ, Performance 1Q. TMT, trainl making test. RBMT, Rivermead Behavioural Memory Test. BVRT, Benton Visual
Retention Test. MPVALT, Miyake paired verbal association learning test.
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Fig. 3 Cube copying test of Patient 4 at 13 years from onset PKC (paroxysmal kinesigenic choreoathetosis).
Example of 2 figures drawn by herself were shown. Left one was drawn at first, and right one was attentively drawn after an
explanation of mistake in first drawing. About the right one, schematic diagrams were numbered in written order. Patient was
not able to reproduce cube. Patient recognized the cube not as three-dimensional figure but as plane figure, and reproduced the

figure by combining with many lines.
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Fig. 4 Sequential Visual Perception Test for Agnosia (VPTA) examinations at 12 years to 14 years after onset of PKC (paroxysmal kinesigenic
choreoathetosis) in Patient 4.

Point 0 means normal in each divided task. Sequential exacerbations were shown in Fig. 4, especially in some tasks which require the ability to
integrate and discriminate visible things. For example, points were prone to increase especially in the tasks to discriminate divergences in
length of segments, shapes and unknown features, the tasks to identify objects in complicated figures, the task to classify figures, the task to
simultaneously verify unknown features, and the task to determine positions of common landmarks using contour map. She had apparent
difficulty with understanding some figures or human face comprehensively. She showed a tendency to pick up some morphological characteristics
partially and deductively guess correct answers.
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Fig. 5 Key search test in Behavioral Assessment of the Dysexecutive Syndrome (BADS) in Patient 4 and Patient 5. Fig. 5A
was of initial examination at 10 years, and Fig. 5B was of followed examination at 13 years from onset of PKC (paroxysmal

kinesigenic choreoathetosis). Fig. 5C was of initial examination at 10 years from onset of PKC.

A) Patient drawn an effective search line to find an object in the search field, but returned to start point by tracing the same

line. B) Patient drawn a rough and inefficient search line protruding the search field, and drawn an additional line without

systematic planning. C) Patient received enough explanation about the task, but drawn a straight line in the center of bottom

line and ended at the far side of the search field.
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Abstract

Clinical manifestations of 5 patients with idiopathic paroxysmal kinesigenic choreoathetosis

Tetsuya Miyagi, M.D.”, Megumi Okuma”, Shugo Suwazono, M.D., Ph.D.", Miwako Kido, M.D.",
Yuichi Tashiro, M.D."”, Satoshi Ishihara, M.D.", Ryo Nakachi, M.D." and Masahito Suehara, M.D."

YDepartment of Neurology, National Hospital Organization Okinawa Hospital

Paroxysmal kinesigenic choreoathetosis (PKC) is a rare disorder characterized by recurrent and brief attacks of
choreoathetoid and/or dystonic movements in trunk and limbs triggered by initiation of voluntary movement. Of 5
patients with idiopathic PKC in our hospital, four were men and one was with family history. Age of onset ranged from 8
to 15 years old. They were consistent with previous reports in the characteristics of involuntary movements, normal
neurological findings, normal laboratory data, no abnormal findings of standard imaging studies, and good restraining
effects on attacks with carbamazepine. Individual body parts where attacks often involved were different among 5
patients. Although previous reports which said the prognosis and outcome of PKC were good, neuropsychological
examinations in our study revealed that 2 patients out of 5 had certain cortical dysfunction, one patient was with
progressive deterioration, and the other was with underlying mild abnormalities. Detailed and serial neuropsychological
examinations might be necessary for some PKC patients.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:165-173)
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