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BACKGROUND

Dandy-Walker malformation is characterized by
agenesis or hypoplasia of the cerebellar vermis,
cystic dilatation of the fourth ventricle, and enlarge-
ment of the posterior fossa. It may be associated
with atresia of the foramen of Magendie and, pos-
sibly, the foramen of Luschka (1).

Dandy and Blackfan described for the first time
the Dandy-Walker malformation in 1914 (2). It was
not until 1963 that studies by D’Agostino in 1963
and Hart et al in 1972 defined the characteristic
triad of Dandy-Walker malformation as consisting
of : complete or partial agenesis of the vermis, cys-
tic dilatation of the fourth ventricle, and an enlarged
posterior fossa with upward displacement of lateral
sinuses, tentorium, and torcular herophili (3). Ap-
proximately 90% of patients have hydrocephalus,
and a significant number of children have associat-
ed anomalies. Infants present with a rapid increase
in head size and a proeminent occiput. Most chil-
dren have evidence of long tract signs, cerebellar
ataxia, and delayed motor and cognitive milestones,
probably due to the associated structural anoma-
lies(4).

Classically, posterior fossa cystic malformations
have been divided into Dandy-Walker malforma-
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tion, Dandy-Walker variant, mega cisterna magna,
and posterior fossa arachnoid cyst. Precisely differ-
entiating the malformations may not be possible
using imaging studies. Dandy-Walker malforma-
tion, variant, and mega cisterna magna are currently
believed to represent a continuum of developmen-
tal anomalies on a spectrum that has been termed
the Dandy-Walker complex (5).

CASE STUDY

We present the case of a 70 year old female ad-
dmited in the Neurology Department of Emergency
University Hospital for complaints of cognitive im-
pairment and depression.

Neuropsychological testing reveals major de-
pressive disorder and mild cognitive impairment
with severe short-term memory loss and important
drop in long-term storage with a MMSE score of 29
out of 30 pts. A physical examination was per-
formed as part of the general evaluation to deter-
mine whether conditions capable of causing MCI
are present; the clinical examination shows no neu-
rological deficits.

Because multiple etiologies can be incriminated
in a complaint of cognitive impairment an organic
brain disorder was suspected. We performed a non
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contrast CT scan which revealed large cystic lesion
occupying most of the posterior fossa (measuring
60/112mm) extending into a dilated fourth ventri-
cle, with vermian and cerebellar hypoplasia pre-
dominently on the left side and supratentorial ven-
triculomegaly. Cerebelli tentorium is displaced
upward. We completed the evaluation with cerebral
and cervical MRI scan. It shows no encephalic or
spinal cord signal abnormalities with minimal disc
protrusions and confirmed the diagnosis of Dandy
Walker malformation.

Incidental Dandy Walker malformation finding
in adult is extremely rare with only a few cases re-
ported (6) (7). This case is particular because of the
oldest age of presentation reported so far in an as-
ymptomatic patient.

FIGURE 2

FIGURE 4

Sagittal T1-weighted MRI (Fig 1) shows cystic
dilatation of the fourth ventricle and upward dis-
placement of the lateral sinuses, tentorium cerebel-
li and torcular.

Transvers and coronal T2 weighted MRI ( Fig 3
and Fig 4) show a large posterior fossa cyst mea-
suring 60/112 mm with vermian and left cerebellar
hemisphere hypoplasia and supratentorial ventricu-
lomegaly (Fig 2).



RomaNIAN JoURNAL OF NEUROLOGY — VoLuMmE VIII, No. 4, 2009 183

REFERENCES
1. Murray JC, Johnson JA, Bird TD — Dandy-Walker malformation: 5. Altman NR, Naidich TP, Braffman BH — Posterior fossa malformations.
etiologic heterogeneity and empiric recurrence risks. Clin Genet. Oct AJNR Am J Neuroradiol. Mar-Apr 1992;13(2):691-724.
1985;28(4):272-83. 6. Yamamoto Y, Waga S — Asymptomatic Dandy-Walker variant in an adult.
2. Dandy WE, Blackfan KD - Internal hydrocephalus: an experimental, Surg Neurol 1984;22(3):241-2
clinical and pathological study. Am J Dis Child. 1914;8:406-82. 7. Amit Agrawal, A. N. Hegde, Lathika Shetty, Boby Varkey, J.P. Shetty
3. DAgostino AN, Kernohan JW, Brown JR — The Dandy-Walker — HIV infection presenting as stroke and asymptomatic Dandy-Walker
syndrome J. Neuropathol Exp Neurol. Jul 1963;22-450-70 malformation in adult. Eur J Gen Med 2005; 2(3):135-137
4. Robert M. Kliegman, Hal B. Jenson, Richard E. Behrman, Bonita F.
Stanton. Nelson — Textbook of pediatrics 18th edition, 2008



