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Case Report

Parry-Romberg Syndrome With Abnormal
Cavum Septum Pellucidum Presenting as
Obsessive-Compulsive Disorder

Preeti Shahane, MBBS; Sai Krishna Tikka, MD; Annapurna Srirambhatla, MD; Barikar C. Malathesh, MD; and

Mamidipalli Sai Spoorthy, MD

arry-Romberg syndrome
P (PRS) is characterized by

progressive facial hemiatrophy
that usually begins in the first
decade of life. Skin with underlying
soft tissue, muscles, bones, and
sometimes eyes are involved. Its
etiology is still largely unknown.
The proposed etiopathogenesis
involves genetic, embryonic
neurodevelopmental, sympathetic
nervous, inflammatory-immunologic,
trauma, and metabolic dysfunctions.!
Strikingly, co-occurring neurological
involvement is evidenced in some
cases by both clinical and radiologic
findings.> Moreover, co-occurring
psychiatric disorders such as
depression and anxiety have also
been reported in cases of PRS.? We
report a case of late-onset PRS
clinically presenting with obsessive-
compulsive disorder (OCD) and
abnormal cavum septum pellucidum
(CSP), highlighting the role of
embryonic neurodevelopment in the
etiopathogenesis of PRS.

Case Report

Ms A is a 25-year-old married
Hindu woman hailing from a rural
background and a lower middle
socioeconomic status. She presented
to our outpatient department with a 4-
year history of repeated and intrusive
thoughts of dirt and contamination
and repeated washing and cleaning.
She was spending more than 6 hours
a day in thoughts of dirt and acts of
cleaning. The illness was chronic,

continuous, and progressive. Since the
onset of these symptoms, she also
noticed tightness in the left side of
the face. Gradually, she noted the
prominence of the bones and wasting
of skin and muscles on the left side of
the face. Often, she complained of
dragging pain on the left side of the
face that lasted about 1-2 hours and
was relieved by over-the-counter pain
relief medications; there were no
other associated features.

On examination, facial
asymmetry was observed along with
wasting of skin, soft tissue, and
muscles on the left side of the face in
the middle and lower part, with bony
prominences (Figure 1A and 1B).
There was no atrophic involvement
of bones or orbital region. Physical
examination revealed no other
abnormality.

Her mental status examination
revealed normal psychomotor
activity and speech, anxious
affect, obsessions of dirt and
contamination, and compulsive
cleaning and washing. Her insight
into illness was present. The Yale-
Brown Obsessive-Compulsive Scale
(YBOCS)* score was 24.

On neuroimaging (magnetic
resonance imaging and computed
tomography brain scan), CSP
was noted. CSP was graded as
“abnormal” or grade 4 considering
the width and length of the CSP.>¢
CSP in the index case was seen
to occupy more than half of the
ventricular space and was >6 mm in

length. In this case, cavum vergae,
which is the posterior extension of
the CSP, was also seen (Figure 1C
and 1D). No other radiologic
abnormality was noted. Other
biochemical/immunologic test
reports were within normal limits.

She was diagnosed with OCD with
good or fair insight and was started on
oral sertraline 25 mg, increased to
75 mg in the next 2 weeks. At 1-
month follow-up, she showed good
improvement, and her YBOCS score
declined to 15. She showed no side
effects to treatment.

Discussion

In the index case, PRS was
most likely a result of embryonic
neurodevelopmental abnormality
that is evident from an abnormal
CSP. Previous studies have shown an
abnormal CSP to be significantly
associated with OCD.® This case,
however, is the first to report OCD in
PRS. Interestingly, autoimmunity
and neuroinflammation, which has
been hypothesized as an etiologic
underpinning,! have been shown to
be significantly associated with OCD
as well.” This hypothesis to an extent
might be strongly supported by the
fact that symptoms of PRS and OCD
evolved together in our case. Our case
implies that late-onset PRS may
have neurodevelopmental and
neuroinflammatory/immunologic
underpinnings and that the clinical
presentation of PRS may be
neuropsychiatric in the form of OCD.
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Figure 1.
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Facial Features From (A) Front and (B) Side Profile (black arrows show areas of wasting on the left side;
the white arrow shows no wasting on the right side) and Abnormal CSP With CV in Transverse Sections
of T2 FLAIR MRI (C) and CT Scan Images (D) (white arrows show CSP, and yellow arrows show CV)

1A

Abbreviations: CSP = cavum septum pellucidum, CT = computed tomography, CV = cavum vergae, FLAIR = fluid-attenuated inversion recovery, MRl = magnetic resonance

imaging.
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