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Acquired vs. developmental (congenital)

In infants, hydrocephalus without an obvious extrinsic cause is usually referred to as congenital
hydrocephalus, since it is often present at birth. When hydrocephalus occurs as a complication of
another condition such as hemorrhage, infection or neoplasm, it is usually called acquired or
secondary hydrocephalus. However, forces such as hemorrhage and infection can act prenatally and
also cause “congenital” hydrocephalus. Moreover, some genetic forms of hydrocephalus are not
evident at birth, but develop over time. Therefore, we prefer to distinguish between acquired
(extrinsic) and developmental (intrinsic) forms of hydrocephalus.

Obstructive vs communicating

One of the earliest classifications for hydrocephalus was the obstructive/communicating dichotomy
devised by neurosurgeon Walter Dandy in 1913. This binary system remains in common use, but a
more nuanced system that takes advantage of tremendous advances in imaging is now possible. In
the neurosurgical literature, a multifactorial classification system that incorporates the exacts point of
CSF obstruction has been introduced. However, developmental forms of hydrocephalus often have
multiple points of obstruction, and so have proved resistant to classification within a precise
obstruction-based system. In children with hydrocephalus, we have found it helpful to specify whether
the primary point of obstruction is proximal (at the level of the third ventricle or aqueduct), distal (at
the level of the fourth ventricle, fourth ventricular outflow tracts, or foramen magnum), or whether
there is no apparent source of obstruction (communicating hydrocephalus).

Syndromic vs non-syndromic

Hydrocephalus has traditionally been divided by geneticists into syndromic and non-syndromic forms,
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depending on whether additional congenital anomalies are present. However, no consensus exists
about how to classify patients with defined genetic syndromes that lack major clinical features outside
the brain. For example, the hydrocephalus associated with mutations in L1CAM has been classified
both as non-syndromic and as syndromic. We prefer to distinguish between hydrocephalus in which
the clinical phenotype is characterized predominantly by brain findings, and hydrocephalus that is
only one part of a condition characterized by major physical abnormalities or clinical signs. When a
particular clinical syndrome or genetic basis can be identified, we describe the hydrocephalus as
being associated with that syndrome (e.g., L1CAM-associated hydrocephalus).
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