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Is this actually CIN?
Comment on: “Congenital Idiopathic Nystagmus: An Observational Diagnosis”



We read with interest the article by Ghosh and colleagues; ‘Congenital Idiopathic
Nystagmus: An Observational Diagnosis’[1]. Several details require comment.

The ‘Patient Description’ is missing key information required to diagnose Congenital
Idiopathic Nystagmus (CIN) (now more commonly called idiopathic Infantile
Nystagmus Syndrome (INS)[2]). For example; there is no description of the
direction of the nystagmus in any position of gaze (it typically beats in the direction
of horizontal gaze and stays horizontal in up/down-gaze in INS), the effect of
monocular viewing (in Fusion Maldevelopment Nystagmus Syndrome, FMNS it can
change direction depending on which eye is occluded) or the symptom of
oscillopsia.

The nystagmus is described to ‘improve significantly when fixing on an object’. If
this object is a near target, then the patient will converge and dampening of the
nystagmus in this setting (convergence dampening) is a recognised feature of INS[3,
4]. However, INS typically increases with fixation effort, particularly in the distance.
Therefore, the details of the ‘object’ are key here.

Vision is presented in a single measurement, which is presumably, binocular acuity.
However, it is important to measure monocular visual acuities and to perform at
least a cover test when considering that FMNS is one of the most common causes of
nystagmus and is associated with asymmetrical visual acuities/strabismus.
Furthermore, it is unclear whether basic bedside supranuclear eye movement tests
have been performed i.e. the Vestibulo-Ocular Reflex, Smooth Pursuit, Optokinetic
Reflex and Vergences all of which inform regarding the cause of nystagmus. This is
particularly key given the patient history.

Some of the clinical details are misleading and use incorrect terminology. The
patient is described as preferring ‘her head tilted, with her chin to the left’ because
her nystagmus was reduced in right gaze. The term head 'tilt’ should be used to
describe the head posture created by touching the ear to the shoulder and would
not be expected to aid nystagmus, which reduces on right gaze. A patient with
reduced nystagmus on right gaze might be expected to have a left face turn (the
head posture created by looking over ones left shoulder), not a left head tilt.

We agree with the authors comment that INS is characterised by a few key features
which can help differentiate it from other causes of nystagmus in children[5].
However, those stated are not the key features, which aid the clinician and many
features are missing. We would also caution that nystagmus will commonly worsen
with gaze in the direction of the fast phases in many forms of nystagmus
(Alexander’s law) which is not the same as a null zone seen in INS. Furthermore, a
key aspect to diagnosis of INS, when the cardinal features are incomplete, is eye-
movement recordings showing accelerating nystagmus slow-phases (only seen in
INS).

Therefore, we would caution that a diagnosis of INS requires more information than
is provided here and that many of the key features, required to exclude other
diagnoses are not presented or discussed.
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