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Subacute sclerosing panencephalitis is a slowly
progressive inflammatory and neurodegenerative
disease caused by persistence of measles virus in
the central nervous system. Progressive clona dis-
semination of defective measles virus throughout
the central nervous system with demyelination and
neuronal death, caused both by host immune
response and viral replication appears to be the
core of the pathogenesis. Causal treatment for this
inexorable disease remains controversial, but
measles vaccination seems an effective means of
preventing SSPE. Nevertheless, we present a case
of SSPE in a vaccinated, internationally adopted
child :

An 8.5-year-old girl was admitted to our hospi-
tal with mild tremor of the right hand and mouth
for 3 months and occasional drop attacks. At
schoal, the teacher noticed an altered writing pat-
tern, diminished concentration, declining results,
and changes in behaviour.

Clinical examination revealed increased osteo-
tendinous reflexes in the right leg, dysarthria, per-
severation, visuocontructive apraxia, and writing
difficulties. Romberg's test was positive. WWe man-
aged to observe the mild tremor described by the
mother and we clearly saw myoclonic jerks of the
mouth and neck together with eye deviation to the
right.

The girl was born in the Philippines. Her
Belgian parents adopted her in October 1992 at an
age of 1 year and 2 months. There is little known
about her first period of life except that she was
hospitalised shortly before the adoption for a
severe lung infection and failure to thrive. She
received the essential vaccinationsincluding vacci-
nation against measles on 20 May 1992.

Although vaccination against measles virus was
administered at 9 months of age, which is common
in endemic areas, the diagnosis of SSPE was made
based on the clinical presentation and disease pro-
gression, slow waves and diffuse delta-activity on
EEG (Fig. 1) with periodic slow wave complexes
time-locked to synchronous generalized myoclonic

jerks on video-EEG telemetry, hyperglobulinor-
rachia (1gG: 134 mg/dl, IgG/albumin ratio:
1,7866) with oligoclonal bands of immunoglobu-
linsand elevated |gG antibodiesto meadlesvirusin
CSF (14000 mlU/ml, Boehringer ELISA processor)
and in serum (34000 IU/ml, >325 1U/ml is posi-
tive).

The initial treatment with valproatic acid
showed no beneficial effect on the myoclonic jerks.
Therapy therefore was changed to carbamazepine
with temporary improvement. One month after
diagnosis, isoprinosine (2000 mg/day) was added.

After a disease progression of seven months, the
girl died quietly in a vegetative state.

Diagnosis of SSPE requires the presence of three
of the following five criteria: 1) typical clinical
presentation with inexorable cognitive decline and
stereotyped myoclonic jerks; 2) characteristic
EEG ; 3) elevated CSF y-globulin levels ; 4) elevat-
ed CSF meadles antibodies ; 5) typical histopatho-
logical findings in brain biopsy or autopsy (Risk
and Haddad, 1979).

Causal treatment for SSPE remains controver-
sial. The most frequently used medication isisopri-
nosine (100 mg/kg/day oraly), a purine derivative
that combines antiviral properties against both
RNA and DNA viruses with immunmodulating
capacities by affecting lymphocyte and macro-
phage functions. Treatment with intraventricular,
intrathecal, and possibly intravenous a-interferon
(IFN) may be more effective but is known to cause
important complications. The combination of iso-
prinosine and intraventricular a-IFN may act syn-
ergistically to produce temporary remission in 44%
to 50% of treated patients, mainly when started in
stage |1 or earlier and in patients with slow disease
progression.

Due to large scale vaccination efforts, the inci-
dence of measles and SSPE declined significantly
in Western Europe and North America and is esti-
mated to be less than one per million population. In
other regions, where effective vaccination pro-
grams have not been established yet, measles con-



SUBACUTE SCLEROSING PANENCEPHALITIS

129

LINE  IMPUT FILTERS REFERENCE Ba: el 14 apx 1@ i |
. > 1o B walrdiv H . i
. N AR 1“"\\ o | .;-\/,z“\,»f S TN .
B1 Fpz F4 8.2 838 188.8 pu 7 W Lw,g-f“__w/w«.,?jg W/ {/‘\/A ngf\ Ve N A
. f’\, »
. Pl H j‘ ‘ i
az ¥4 2 8.2 838 188.8 pv N S S /{ : : \AM/’MNJ"““ D N P A
i RN N :
IRV e
. ; 1i [‘[\kfd i, fu\v\ o
23 C+4 P4 B.2 B38 188.8 pv J“»N\,"“WMMJ‘M . N H \ fw.f"‘"v m-:\_‘/\,\«,,, A ST
N e
H
;
iah - ,
84 P4 02 B.2 838 188.8 pv | WA A Mﬂ/\!,w@‘,ﬂuq\m& Wb A A v i
. O
: A 4 N e A U ot e, )
o5 rp1 F3 Bz e38  100.8 pv AV LA ST \\«M [T AN A S e
Vg
; A
! o
. { L £ NNE e
a6 F3 3 8,2 838 198.8 pv ﬁw‘,%‘_wv\,/l\\ '\'J\'[ N ! “\L,‘, PRRTINUPEN O 0 O A AW SV WP W)
f / Y
87 €3 P3 8.2 B3B8  188.8 pv uapea »Wﬂwe\«fumw« J'\WN& /j‘«‘ /\(mw\ﬁw» VARTEC ST
. ] et A\
8g P o1 B.2 838 188.8 uv ,N"JM’\ m%mﬂw\u ‘j"‘“__w e ‘«\.JJ x‘—ww"“’y‘”\y\' a }"wﬂ'ﬂ“‘ﬁw v‘;{}'\;«rﬂm"! Pt
89 Fr 13 8.2 838 1060.8 pv v A S VLG VNI IPWa. o T SPRET SN NESWRAY Sl
18 ¥3 18 B.2 838 188.8 yv j\\f‘w\; N ___\‘M;Mﬂwf\,»‘,v o™ ﬂ/"“«'\;"vw‘f\*/“fm‘vw
i i AN
W
//“V\.M\ : i f\\
11 F8 T4 8.2 838 180.8 po ."""XA/-/ V/&W‘\, j ! RV DRSS S
¥ : i :
1z T4 16 8.2 838 188.8 pv Mﬂ‘”’fﬁ/\/%‘j ~./\k\ N/[‘*’\q - f'“/\;«wb A o
: : B f - Sad . 2 o
""" T L RN
3 MKR - MXR 2 Sy i ; : |
9 + orarence wrare. [ P AR AR E A

Fic. 1. — EEG : slow waves and diffuse delta-activity

tinues to be endemic and the incidence of SSPE
ranges from 20 to 100 per million population. This
indicates that measles vaccination not only isasafe
means of preventing 90 million cases of measles
globally each year, it is aso an effective means of
preventing SSPE (Beersma et al., 1992).

SSPE in vaccinated individuals has been report-
ed in the literature before. Thisis probably attribut-
able to vaccine failure, not to the attenuated vac-
cine virus. Primary vaccine failure is often caused
by interfering maternal antibodies at young age
(Zhu et al., 2000) ; therefore the routine age for
vaccination is 15 months, except for endemic areas
where vaccineis administred at 6 to 9 months (Hall
et al., 1990) as in the case we present. Other caus-
es of vaccine failure include genetic drift of MV or
import of genetically different MV strains. SSPE in
an internationally adopted child has been described
before (Bonthius et al., 2000) and we believe that
other cases of SSPE dueto import will follow, even

in regions where MV is no longer endemic thanks
to good control measures, until MV has been eradi-
cated globally.
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