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D ABsTRACT

Cutis verticis gyrata (CVG) is a rare transformation of the sca
ridges and furro s resem ing surface of the rain It has rimary and second-
ith  rimary CVG have norma s in and does not have an
under ying atho ogica
and essentia CVG ased on the resence or a sence of o htha mo ogica a -
norma ities or neuro sychiatric

a sy, schizo hreniaore ie sy The secondary CVGis a ays a manifestation
of an under ying inf ammatory, neo astic or a systemic disorder
here a case of cere ra
months history of rogressive deformity of head and face and as diagnosed
rimary non-essentia CVG

characterized vy

rocess Itis further su divided into non-essentia CVG
ro ems such as menta retardation, cere ra

ere ort

asyinal6-year-od oy ho resented ith fourteen

a sy, Non-essentia cutis verticis

This Case Re ort may e cited as: Ayaz SB, Matee S, Bashir U, Malik R. Primary non-essential cutis verticis gyrata:

Report of a case. J Postgrad Med Inst 2018; 32(2): 216-9.

D 'NTRODUCTION

Cutis verticis gyrata (CVG) is a unique condition of
sca deformation characterized y fo ding and furro -
ing of sca in a attern that resem es the crests and
gyri of cere ra corte Itis more common in ma es com-

ared to femaes ithana ro imate revaence of 1
in 100,000 in maes and 0026 in 100,000 in fema es'
It has rimary and secondary ty es Patients ith ri-
mary CVG have norma s in and is further su divided
into non-essentia CVG and essentia CVGs ased on the

resence or a sence of neuro sychiatric ro ems such
as menta retardation, cere ra a sy (CP), schizo hrenia
ore ie sy* Insecondary CVG, thesca has atho ogic
changes secondary to either oca infammation, neo-

asia or a systemici ness e resent hereacase ho

resented ith sym toms of rogressive head and face
deformity and as found to have rimary non-essentia
CVG

D cASE REPORT

e resent here case of a 16-year-od oy from rura
Puna ho resented ith fourteen months history of
rogressive deformity of head and face According to
the arents, the atienthad mid ea nessin right arm
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and eg since infancy ut had im roved a ot after ta -
ing some her a medicines The atient had no history
of fits, visua ro ems, menta retardation or a sychi-
atric disorder There as no history of recent drug in-
ta e The famiy history as ositive as the e der rother
had simi ar head and facia deformities

On e amination, he had asting of right thenar mus-
c es (Figure 1A) Right foot as sighty inverted on free
hanging (Figure 1B) A rominenta domina hernia and
a groove over um ars ine as evident (Figure 1C and
1) ehadanorma o ere ce tforrightinterossei
and a ductor o icis revis that had a o er of -4
The dee tendon refe es ere norma, ho ever, the
Ba ins isign as ositive ontherightside ehad mid
acneoveru erchestand ac (Figure 2A and 2B) On
sca e amination, he had muti e horizonta non-re-
duci efurro soverthesca (Figure2Cand?2 ) There
erenos in esions overthesca Thechid asas ed
for a head shave to have a c earer sca vie  ut here-
fused is| evauationreveaed order ine deficiency

is com ete ood count, rena, thyroid and iver
function tests ere norma The serum gro th hormone
eves ere ithinthe norma range The -rays u did
not sho anya normaity The com uterized tomogra-
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Figure 1: (A) wasting of right thenar muscles, (B) slightly inverted right foot on free hang-
ing, (C) a prominent abdominal hernia (D) a groove over lumbar spine

Figure 2: (A and B) mild acne over upper chest and back, (C and D) multiple horizontal
non-reducible furrows over the scalp
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hy (CT) scan asnorma e ce tforsca convo utions
The nerve conduction studies for rightarm and eg ere
norma e ce tfor moderate median nerve com ression
atright rist Thesca s in io sy asrefused vy the
atient and his arents

Thus, the atient as diagnosed as a case of rimary
non-essentia CVG The ea ness in right arm and foot
inversion ere ro a y sequa ae of right sided hemi-
egic CP due to hich he asassumed to e suffering

from non-essentia ty e of rimary CVG The atient
as suggested surgica resection of the esions that his
arents refused ecause of financia ro ems

I piscussion

Primary CVG is a rare condition, unique in a ear-
ance due to rogressive fo ding and furro ing of the
sca simuating the cortica convo utions The usua
age of onset of rimary CVG is after u erty and efore
30 years of age? Essentia rimary CVG is not associated

ith other co mor id conditions and is more reva ent
in men3 Most of the cases are s oradic, ut autosoma
recessive and autosoma dominant inheritance have
aso een seen* On the other hand, the non-essen-
tia form occurs in association ith various neuro ogica
conditions i e microce hay, menta retardation and
e ie sy’>oro hthamo ogica changes such as cataract,
stra ismus or indness® Secondary CVG manifests ith
an underying athoogy and may e ist since irth?
The athoogy may e the resut of a oca infamma-
tory (eczema, soriasis, fo icu itis, im etigo, erysi e as,
ato ic dermatitis and acne cong o ata)*® oraneo as-
tic rocess or systemic i ness (eu emia, neurofi roma,
my edema®* Secondary CVG has aso een re orted
fo o ingtreatments ith vemurafeni and hoe- rain
radiothera y

Esta ishingthea ro riate diagnosisis aramount
in management iagnosis of rimary CVG is cinica
and does not require a oratory tests In secondary cas-
es, the resentation and the associated disease deter-
mine the a oratory tests need to e done Magnetic
resonance imaging and CT scan are essentia in CVG

resenting at irth or hen associated ith neuro og-
ic and or o htha mo ogic a normaiities in ruing out
concomitant structura a norma ities of rain® It is rec-
ommended to o tain a histo atho ogica anaysis of
the affected area the icture is norma in rimary ty e

hereas in the secondary form it de ends on the un-
der ying disease

There is ony sing e re ort of CVG reviousy from
Pa istan It asa60-year-od ady iths in esions due
to the effects of infi trating intraducta reast carcino-
ma? Our case as the firstre ortof rimary non-essen-
tia CVG from Pa istan ho had associated effects of CP
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Primary CVG carries a etter rognosis, athough
surgica intervention is required to ha t the disease ro-
gression and further fo o -u s are mandatory™ In sec-
ondary cases, the nature of underying rocess deter-
mines the treatment Management in rimary essentia
CVG invo ves maintenance of s in hygiene and cosme-
sis aong ith sycho ogica interventions' ™ Surgica
resection of the esions is often requested for sycho-
ogica or esthetic reasons Choices of treatment in CVG
de end on size of the esion, the under ying cause and
the atients requests or references Surgica treat-
ment o tions incude rimary re air, seria e cision
s in grafting and oca fa seria tissue e ansion
Patients ho refuse to undergo any surgica interven-
tion need > months fo o u to assess rogression of
the esions There are no s ecific medicines avaia e for
the treatment of CVG

I concLusion

Primary non- essentia CVG is an e tremey rare con-
dition The diagnosis can ony e made after e c uding
secondary associations through a ro riate hysica
eva uation and investigations The mainstay of treat-
ment is surgery that argey de ends on the atients
choice
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