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Congenital fibrosis of extra ocular muscle (CFEOM) is a
congenital nonprogressive, familial/sporadic condition
involving fibrosis of EOM with ptosis, chin elevation, and
deviation of eyes,!!l presenting a rare association of Kallmann
syndrome (KS).

A 29-year-old man, K/C/O CFEOM with KS, visited OPD
for VHC. VA RE: HM, LE: 6/36 -2dsph/-1cyl X 180° 6/12 A/S
normal. Fundus RE - pathological myopia, [Fig. 1a] LE —normal
[Fig.1b]. BE ptosis covering more than half the pupil [Fig. 2b].
H/O squint correction LE 20 years back and RE 9 years back
for correction of large exotropia [Fig. 2a]. RE - Rt beat jerky
nystagmus. Worth 4 dot test. RE suppression. KPBCT: RE
neutralized >60 Base-in PD. EOM restricted in all gazes.
Systemic evaluation revealed that he lacked secondary sexual
characteristics: gynecomastia small genitalia [Fig. 3a—c]. H/o
absence of libido, erectile dysfunction anosmia, and it was
found that he is K/C/O KS.MRI brain with contrast showed
elongated configuration of right globe with normal pituitary
gland FSH and LH-low. S. Testosterone level was low - 1.38 ng/
dL (normal: 270-1070 ng/dL). S. Prolactin was elevated. 2D
ECHO and ECG: normal. Karyotyping 46XY, diagnosis made
on clinical basis.?
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Figure 1: On fundus examination (a) pathological myopia (b) within
normal limits
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Figure 2: (a) RE 450 Exotropia in childhood (b) CHP prominent chin
elevation (c) RE residual 45° exotropia and 10° hypotropia; LE residual
15° hypotropia
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Figure 3: (a) Gynecomastia (b) absence of beard in puberty (c) USG
scrotum shows small testes

Discussion

CFEOM is often associated with CNS, CVS, and other
systemic abnormalities,®! but association with KS is a
rare entity. This case signifies the importance of systemic
evaluation. The patient was advised bilateral IR recession for
hypotropia to correct the chin elevation [Fig. 2b and c], but
he denied surgery as he already underwent squint correction

twice but there is recurrence.*?! He needs follow-up with an
endocrinologist and inj. testosterone I/M every 3 weeks and
oral testosterone.

This case exemplifies the need for systemic evaluation in the
case of CFEOM.PI KS is a hypogonadotropic hypogonadism
condition. Along with hypotropia correction, we have to
support them psychologically and socially for their wellbeing
by rehabilitation.

Crutch glasses are advised for ptosis to prevent
lagophthalmos. Appropriate refractive correction is required
every 6 months.
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