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Brain CT and MRI Findings in Kearns-Sayre Syndrome

Xu JING, Keiko TANAKA, Yoshinori TANNO and Tatsuhiko YUASA

Department of Neurology, Brain Reseach Institute, Niigata University

Kearns-Sayre syndrome (KSS) is a subgroup of the mitochondrial encephalomyopathy
whose main features are ophthalmoplegia, retinal pigmentary degeneration, heart con-
duction block with other minor neurological disorders. The most common neuropathol-
ogical findings for this disorder is spongy degeneration in the white matter of the
In this study, we examined the neurological findings and the brain CT or MRI
of our seven patients with KSS. CT and MRI revealed cerebral cortical atrophy in
five of seven patients with mental deterioration and abnormal intensity lesions in the
basal ganglia, midbrain and cerebral and cerebellar white matter of one patient who
Neurological and MRI findings

brain.

showed episodic unconsciousness due to lactic acidosis.
differ quantitatively and qualitatively between patients with KSS.
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(MELAS), myoclonus epilepsy associated with ragged-
red fibers (MERRF), Kearns-Sayre syndrome (KSS)
REDKRHEBpHMLRT VS, 205 % KSS ARG
FEAFRIER S L, MIEERENE, EEEESH
U, F OB, MK, BUREEE, HEM, MEET,
BEWE LW KBRS —~BTH Y. —H, A
BBEEOL, »5VQRABRGRESCEE MBS
ET%H5 LD chronic external ophthalmoplegia

FREFRME B106% 15 FPR4E1LA

(CPEO) & LTERISh 3z &pi%, . MELAS, MERRF
EoWTE, FORBFNESE, SHRIEE CT &«
FOEBEOBLN N EFNBEHTCH Y, L<HabR
LETHEKSTWED, —H, KSS QKGN LEE
THH, FEEIL <, B OB AR
RTWhRWI EREL.

4E, H4i2 KSS 540 CPEO OEBHI>WT
B CT $XU° MRI Of#» 8L, HETANE

*
case 1 case 2 case 3 case 4 case 5 case 6 case 7
FE 12/M 44/M 48/M 19/M 42/F 35/F 17/F
RIE TR 9 12 33 12 21 13 13
WFRER MREGTE | RMTE | BWTE | BETE BRTE | BRTE | BRTE
KRR - - + - — ~ —
R T & + + + + + + +
HR AR ++4 ++ ++ ++ ++ ++ +
WEEAaREH + + - + — + -
LTB Yy + — - + + -
B OME + + + + - + -
HIEET + + + — - — -
AN PR + + + - - - -
i + - + + - + -
iE S ++ ++ ++ ++ - + -
BIHET + ++ ++ ++ - + -
RN (mg/dD) 239 28 43 62 31 59 43
R R + + + + - + -
RRF + + + + + + +
Al - e e Y REE | + + + + + + +
mtDNA &% (kb) 7.7 4.0 nd 5.0 5.0 3.0 5.0
F& 2
casel | case2 | case3 | cased | case5 | case6 | case7
BE#E CT MR

PN E + + + + — - -

/INB BT B AR + + + + — - -

LEFES PN + + + - — - -

FENVREILA - + - - - - -

e S - - - - - - -

BH# MRI TR

ABMEEREEERE | + - - — - - —

MEEREEBRE + - - - — - -

HEMAREERHE + - - - - - -




i - Kearns—Sayre fEMREF O FRAEEGHT R 51

B 1 CASE2 0% CT &
KR L OVNREEOER, HIRER L UEMNKEDITAYAD S .

B 2 CASE1 O MRI £

A, ARBEHE® T2 @G TOSRESEHE MKZHARR
B. HIHRKD T2 milsg cogEsis



52 FRESRME F106% H1%8 FHIF1A

), BHICEBTHL I L, BRBOBERERLIMEETS L
OOEM BTV EEBEL I L.

MRE L UVRER

SHEITSHRARES T8 L, 4T raggedred
fiber (RRF) o#®» bhiz KSS L0 CPEO 07
Flchsd (F ). 2HFI2E,HLBSEOB 44, &3
HTH b, BRERTIEMNHIE, FHISETHD.
WRIERISF, BB TETH D, SRGHE - FEE
FEMIE L7 vy 70 3EHAEH LI KSS ELH
26, HEROZD CPEO pi2fThdby, Lo 3H
i1 KSS R"&BThs. £pimb, HEbhoES- v
NEVEDEETHY, BRLAC6ASHFTI Fa v
KU 7 DNA OREMVEERShTWAD. 7H0 CT B
LU MRI Z#ifT L1872 26 (case 1+2) OFIR%*»%&
2 Rt WERETORL Vv CPEO @ 2] (case
5+7) BIOMBEFEH#H D KSS (case 6) TIZL < B¥
A S o THEHEREL BE THRET 244
5 KSS 4K 34 (case 2+3+4) THAME LU/
o R EM ORI, BKE - BrEMEOMA LR
Hhhd. Case 1 VMKV ARIERZES KSS
ReBoB R TRIRER D 239me/dl SfoBhici L
BHTEMEYE L. KFNL lactic acidosis &L 58
MMEE « BHH-O episode HALRIHIT CT KLU
MRI CiaAR « DRCEBREHE « 8K - IREER - Fibk -
BERcEENHECREES2AD, EANEIE
KLTuwi.

% 7

I hav R 7RGEED 5 b MELAS (2BZEFRER
fEH 5 I RIFHEOTERE - BH2 295 2 &l K0 s
THY, B CT ® MRI TRABEEAPRLE L
SRUEOEREATD Y. REFHC B« O
fEBBKEEE AP LI SRB LTRSS AY. MERRF
BNMETE c BIfEE I AV n— X R« TADAR -
B S AR ETT A b 0T, B CT Tk
N - BB B LUK EOBRERD 55, REY
BHC IR AR « R - REER - BIR TR - BRE - F
BEh R S EMTRRERD 59,

Z® k51 MELAS % MERRF 3B ELC
SIS LB EoFen A bh, ERFTOERLER
bR, —7, KSS @A-BRARE 2 HKc, o
TR « HEERD KR4 AR TEMT AN, ARTHES
HEH BT D EREBEEEE ik, KSS O

TREFAELIZ 2Tk Kearns & Sayre & & - TH)
HTHREShic 28T, K- K% - FHoOAEOER
REEfE S & UREER - BEOMEBESILENRD S
RTWAED, Togofdtd, AMEEOLRRER
REMITE L OB THLRT WSS, BERIRO LI i
REHEZRBDLFPDY, RESRICRE OBRREN
s MEREBEORKILEZRDFIY, PR RCRY
FRE& B LA d - R BlO®ED 455,

¥ 7, KSS oBE@STECSVCTLBER Vi, B
DR D L OMIEA KEBEC IR TV, A
ek bw CT BTAEBKRE S HBRE Lz. o0
R D DEROLO CPEO TS CT IEHT
Hoto. 2) KSS TLHBEERGITIE CT ERELR
Hilehr -t 3) HEETED D, MHEHEMRL EHT
ks LCREBAPEEL TS HTE, KB - /MK
OEFEHBED LRI BT 4) MRI Tt lactic acidosis
o A EHEREELY R LI NED—B (case 1) T, HIK -
BRAFER » k% - AEEEE - KB - /PBERRBEHEIZT TI
¢ low, T2 C high signal intensity lesion *®,
OB & IF R > T de, FEESW 13, BRGHKE - B
B - MBS NETAET 56T MR |, ABBAHE -
BMRCERAREES2ATAHBEL T4, BHR
T MRI 2WifTT%7 case 1 WIIHERELRELR
123 DD case 2 THHERERA LR g -7
MEEETA24E - BB (case 1+2°3+4) o CT
TR A L KEREL Bbh AR LAD

FhE6MTIbaY FY 7 DNA ORELFER LT
WAH, RERHEIL 3.0 25 7T.7Kb KE-TED,
FEPR @ OB E LEEM B L ORMICHEBL b ot & D
CRERER & O e - T

PLED L 9, KSS TIRAREREE % £ 5 Flic KR -
N EEOBERERYD, A AT EER
FEOXKTRLWZESELME L. b KSS
OEERE & PR ROBERT RITRE - EHCEHT
HHZ LR LI

£ =
KSS O CT ¥ LU MRI Fr R4 BEK G & oxt
HTlRE L&A, FECES LOB(LIZRA - HAY
CEBRTHD, HERDHEVDEHEI ATV KRE - /B
DRBUBREIFEEET 2SI THED bR NED
— BT EER - FERE L, ABMEE LRER
AD BRI



1)

2)

3

fg

4)

5)

6)

i : Kearns—Sayre SERE O FHEMREEHFT R 53

2 £ X W

ATHESE, 8K {8: Kearns-Sayre ERFOE
PE. #psEdEs, 31: 517~522, 1987.

BEF, mEESE, R E, RHEZS, KER
1 3 b2V FY 7 EBE-MERRF & MELAS
DEBEL & LTORUIER >0 T—, BERMES,
27: 1468~1473, 1987.

Pavlakis, S.G., Phillips, P.C., Dimauro, S.,
Cevive, D.C. and Rowland, L.P.: Mitochondrial
Myopathy, Encephalopathy, Laitic Acidosis and
A Distinctive Clinical
syndrome. Ann Neurol, 16: 481~488, 1984.
JORSME, REEHE, £HESL, BPREF, BELE
2 2R F: I bavPUT7TRBEOCKRE. B
ik, 42: 735~746, 1989.

Fukuhara, N., Tokiguchi, S., Shirakawa, K.
and Tsubaki, T.:
with ragged-red fibers (Mitochondrial abnormalities)

Strokeline episodes:

Myoclonus epilepsy associated

Disease entity or Syndrome ? J. Neurol. Sci.,
47: 117~133, 1980.

Takeda, S., Wakabayashi, K., Ohama, E. and
Ikuta, F.:
associated with raggedred fibers (Fukuhara's
disease). Acta Neuropathol (Berl), 75: 433~440,

Neuropathology of myoclonus epilepsy

8)

1980.
7) Kearns, T.P. and Sayre, G.P.:

Retinitis pigmen-
tosa, external ophthalmoplegia, and complete heart
block. Arch Ophthalmol., 60: 280~289, 1958.
Castaigne, P., Lhermitte, ¥., Chain, F.,
Fardeau, F., Hauw, J., Curet, J. and Havigny,
C.: Escourolle R, Etudo anatomo-clinique d’
“Ophlmoplegia plus” avec analyse des lesions
musculaires, nerveuses centralos, oculaires,
myocardiques et thyroidiennes. Rev. Neurol.
(Paris), 133: 369~386, 1977.

9) Groothuis, D.R., Schulman, S., Wellman, R.,

10)

1)

Frey, J. and Vick, N.A.:

radiculopathy in the Kearns-Sayre syndrome: a

Demyelinating

clinico-pathological study. Ann Neurol., 8:
373~380, 1980.
Jager, B.V., Fred, H.L., Butler, R.B. and
Carnes, W.H.:
ophthalmoplegia, ataxia, deafness, and heart
block. Ann J. Med., 7: 888~893, 1960.
Wik, AEM—, BRLSE: MRI K TAHM
BEEMBICREE S 2B ¥ . Kearns-Sayre-Shy
REBRRE O 1. BEARTEE, 31: 539~542, 1991.
(FR3F 9 A21AZA)

Occurrence of retinal pigmentation,




