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spots and a positive family history of NF without recurrence at 
5‑month follow‑up [Fig. 1b]. Surgical management (pars plana 
vitrectomy with ERM peeling) of ERM in NF may be a better 
option rather than just observation as reported in literature[2,13] 
for an improved visual outcome.

Financial support and sponsorship
Nil.

Conflicts of interest
There are no conflicts of interest.

References
1.	 McLaughlin ME, Pepin SM, Maccollin M, Choopong P, Lessell S. 

Ocular pathologic findings of neurofibromatosis type  2. Arch 
Ophthalmol 2007;125:389‑94.

2.	 Ragge NK, Baser ME, Riccardi VM, Falk RE. The ocular presentation 
of neurofibromatosis 2. Eye (Lond) 1997;11(Pt 1):12‑8.

3.	 Meyers SM, Gutman FA, Kaye LD, Rothner AD. Retinal changes 
associated with neurofibromatosis 2. Trans Am Ophthalmol Soc 
1995;93:245‑52.

4.	 Parry DM, Eldridge R, Kaiser‑Kupfer MI, Bouzas EA, Pikus A, 
Patronas  N. Neurofibromatosis 2  (NF2): Clinical characteristics 
of 63 affected individuals and clinical evidence for heterogeneity. 
Am J Med Genet 1994;52:450‑61.

5.	 Ragge NK, Baser ME, Klein J, Nechiporuk A, Sainz J, Pulst SM, et al. 
Ocular abnormalities in neurofibromatosis 2. Am J Ophthalmol 

1995;120:634‑41.
6.	 Khaja HA, McCannel CA, Diehl NN, Mohney BG. Incidence and 

clinical characteristics of epiretinal membranes in children. Arch 
Ophthalmol 2008;126:632‑6.

7.	 Han  DP, Chin  M, Simons  KB, Albert  DM. Surgical removal of 
an atypical macular epiretinal membrane in neurofibromatosis 
type 2: Clinicopathologic correlation and visual outcome. Arch 
Ophthalmol 2012;130:1337‑9.

8.	 Ferrone PJ, Chaudhary KM. Macular epiretinal membrane peeling 
treatment outcomes in young children. Retina 2012;32:530‑6.

9.	 Bonnin  S, Metge  F, Guez A, Edelson  C, Dureau  P, Caputo  G. 
Long‑term outcome of epiretinal membrane surgery in young 
children. Retina 2016;36:558‑64.

10.	 Benhamou N, Massin P, Spolaore R, Paques M, Gaudric A. Surgical 
management of epiretinal membrane in young patients. Am J 
Ophthalmol 2002;133:358‑64.

11.	 Fraser‑Bell S, Ying‑Lai M, Klein R, Varma R; Los Angeles Latino 
Eye Study. Prevalence and associations of epiretinal membranes 
in latinos: The Los Angeles Latino Eye Study. Invest Ophthalmol 
Vis Sci 2004;45:1732‑6.

12.	 Rothman AL, Folgar FA, Tong AY, Toth CA. Spectral domain optical 
coherence tomography characterization of pediatric epiretinal 
membranes. Retina 2014;34:1323‑34.

13.	 Schefler  AC, Dubovy  SR, Berrocal  AM. Optical coherence 
tomography characteristics of epiretinal membranes in 
neurofibromatosis 2. Ophthalmic Surg Lasers Imaging 
2008;39:73‑7.

Department of Ophthalmology, Mackay Memorial Hospital, Hsinchu, 
1Department of Ophthalmology, Mackay Memorial Hospital, Taipei, 
Taiwan, 2Department of Research, Taichung Tzu Chi Hospital, Buddhist 
Tzu Chi Medical Foundation, 3Department of Laboratory Medicine, 
Taichung Tzu Chi Hospital, Buddhist Tzu Chi Medical Foundation, 
Taichung, 4General Education Center, Tzu Chi University of Science 
and Technology, Hualien, Taiwan

Correspondence to: Dr. Sheng-Chun Chiu, Department of Research, 
Taichung Tzu Chi Hospital, Buddhist Tzu Chi Medical Foundation, 
Taichung, Taiwan. E-mail: honeyhopes@gmail.com 

Manuscript received: 15.07.16; Revision accepted: 02.05.17

Cite this article as: Huang SY, Chen LJ, Chiu SC. A 7-year-old female 
child of incontinentia pigmenti presenting with vitreous hemorrhage. Indian J 
Ophthalmol 2017;65:533-5.

This is an open access article distributed under the terms of the Creative 
Commons Attribution‑NonCommercial‑ShareAlike 3.0 License, which allows 
others to remix, tweak, and build upon the work non‑commercially, as long as the 
author is credited and the new creations are licensed under the identical terms.

For reprints contact: reprints@medknow.com

Access this article online
Quick Response Code: Website: 

www.ijo.in

DOI:
10.4103/ijo.IJO_560_16

PMID: 
***

A 7-year -o ld  female  chi ld  of 
incontinentia pigmenti presenting 
with vitreous hemorrhage

Sung-Ying Huang, Lee-Jen Chen1, Sheng-Chun Chiu2,3,4

Incontinentia pigmenti (IP) is a rare disease with multisystemic 
anomalies, which commonly presents just after birth. Here, we 

report a rare case of IP patient with vitreous hemorrhage in 
school‑age children. Therefore, physicians have to be alert and 
evaluate IP patients at all ages. Regular ophthalmic follow‑up is 
necessary, and fluorescein angiography should be performed if 
peripheral ischemia or neovascularization is suspected. The effect 
of peripheral laser ablation on peripheral retinal nonperfusion is 
not clear and merits further study.

Key words: Incontinentia pigmenti, retinal avascularity, vitreous 
hemorrhage

Incontinentia pigmenti (IP), also known as Bloch‑Sulzberger 
syndrome, is a rare genodermatosis with an estimated 
prevalence at birth of 0.7/100,000. IP is an X‑linked dominant 
disorder and is usually lethal in males. IP is caused by a 
mutation of the nuclear factor‑κB essential modulator (NEMO) 
gene, and a deletion of exons 4–10 is found in nearly 80% of IP 
patients. This multisystemic disease affects the skin and other 
tissues. Skin manifestations, which follow Blaschko lines, are 
considered the main diagnostic criteria for IP according to 
Landy and Donnai.[1] Minic et  al. presented the updated IP 
diagnostic criteria,[2] with major ones being the stages of IP 
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skin lesions and minor ones including dental, ocular, and other 
tissues anomalies [Table 1].[2]

Case Report
A 7‑year‑old female child presented with blurred vision of the 
left eye suddenly happening 2 days before the visit. Her visual 
acuity with correction was normal on the right eye  (20/25) 
but only light perception on the left eye. Anterior segments 
were normal. Vitreous hemorrhage of the left eye was found 
with blurred fundus, and ultrasound did not show retinal 
detachment (RD). She denied trauma, and there was no sign 
of ocular injury. Fundus examination of the right eye found 
some peripheral avascular areas of retina.

Tracing her history, IP was diagnosed when she was a 
baby. She was born at 37 weeks’ gestational age, via cesarean 
delivery, without specific pre‑ or peri‑natal history. At the time 
of birth, she presented with diffuse skin rash and vesicles on 
axillary area, inguinal area, and upper and lower limbs. Blood 
examination showed leukocytosis  (white blood cell  [WBC]: 
25,050/μl) with eosinophilia  (10%). Skin biopsy from trunk 
showed the features consistent with those of early‑stage IP. 
Gene analysis presented exons 4–10 deletion of the NEMO 
gene. Her mother also had the same mutation. Ophthalmic 
examination was not performed at that time. Cranial ultrasound 
showed subdural effusion at 4  months old, but subsequent 
brain computed tomography at 2.5  years old was normal. 
No seizure had ever happened. While she was getting older, 
hyperopia and amblyopia were diagnosed. She never had 
fundus examination until this time.

According to her IP history and the findings of right 
fundus, IP‑related vitreous hemorrhage of the left eye 
was highly suspected. Vitreous hemorrhage decreased 
3  days later. Fluorescein angiography presented obvious 
peripheral nonperfusion and neovascularization of both 
eyes [Fig. 1a‑d]. After further reduction in vitreous hemorrhage, 
fibroproliferation with focal tractional RD (TRD) of the left eye 
was noted [Fig. 1e]. Therefore, retinal laser photocoagulation 
was advocated for both eyes. Finally, her visual acuity with 
correction of the left eye improved to 20/40. Spectacle with 
correction of hyperopia was administered and therapy for 
amblyopia continued. After follow‑up for 15 months, the vision 
remained stable without new vitreous hemorrhage, progression 
of RD, or other complications.

Discussion
Etiology of IP in this case is familial. Her mother has the same 
NEMO gene defect. This 7‑year‑old female child had typical 
IP skin changes of the vesiculobullous stage when she was a 
newborn baby. IP diagnosis was established on the basis of 
typical skin manifestations with NEMO mutation. Moreover, 
she had eosinophilia (10% of WBCs) initially. Few years later, 
amblyopia and retinopathy were noted. According to the 
updated IP diagnostic criteria,[2] she met one major and one 
minor criteria with NEMO mutation. Clinical expressions of IP 
vary from person to person. Her mother had the same NEMO 
mutation without ocular problems.

Ophthalmologic abnormalities including retinopathy 
are present in approximately one‑third of IP patients 
(range: 20%–77%),[3‑5] which could result in severe visual 

loss. Ocular findings previously reported include nystagmus, 
amblyopia, strabismus, microphthalmos, corneal changes, 
pigmentation of the conjunctiva, cataract, optic atrophy, 
vitreous hemorrhage, retinal avascularity, and RD. Retinopathy 
is an important cause which results in vision loss of IP patients. 
Retinal avascularity or neovascularization is a common retinal 
finding. Based on the similarities to retinopathy of prematurity, 
familial exudative vitreoretinopathy, sickle cell disease, and 
Eales disease, laser ablation has been advocated for peripheral 
ischemic retina or neovascularization.[4] RD is the most severe 
ocular manifestation of IP. A bimodal distribution of RDs was 
observed.[5] TRDs were seen in younger patients (age 2 weeks 
to 2.5 years) and more severe with poor surgical prognosis. 
Rhegmatogenous RDs  (RRDs), with all cases occurring at 
14 years or older, were successfully treated with either surgery 

Table 1: Incontinentia pigmenti diagnostic criteria update

Major criteria Minor criteria

Typical skin manifestations 
distributed along Blaschko’s 
lines
Stage 1: Vesiculobullous stage
Stage 2: Verrucous stage
Stage 3: Hyperpigmented stage
Stage 4: Atrophic/
hypopigmented stage

Ocular abnormalities
Central nervous system 
abnormalities
Dental abnormalities
Alopecia
Abnormal hair (sparse hair, 
wooly hair, anomalies of 
eyebrows and eyelashes)
Abnormal nails
Palate anomalies
Nipple and breast anomalies
Multiple male miscarriages
Typical skin 
pathohistological findings

*Conditions for establishing IP diagnosis: (1) Family history (−), NEMO gene 
mutation (−): At least 2 or more major criteria or one major and one or more 
minor criteria (sporadic IP). (2) Family history (−), NEMO gene mutation (+): 
Any single major or minor criterion. (3) Family history (+): Any single major or at 
least two minor criteria (4) In all cases, eosinophilia and skewed X‑chromosome 
inactivationsupport diagnosis.[2] IP: Incontinentia pigmenti, NEMO: Nuclear 
factor‑κB essential modulator

Figure 1: Color fundus and fluorescein angiography. Color fundus: right 
(a) and left (b) eye. Fluorescein angiography: right (c) and left (d) eye. 
Fluorescein angiography showed nonperfusion and neovascularization 
of both eyes. (e) Fibroproliferation with focal tractional retinal 
detachment of the left eye was noted
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or laser. It remains uncertain whether peripheral laser ablation 
prevents RD later. Several reports have described the efficiency 
of laser ablation in halting the fibrovascular proliferation and 
reducing the risk of RD, but in some cases, laser ablation failed 
to prevent RD.[4,6] This 7‑year‑old child had TRD, not RRD, with 
good result after laser photocoagulation. Pediatric vitreous 
hemorrhage may have multiple etiologies, but manifest 
and occult trauma is most common. If a child has vitreous 
hemorrhage without trauma, physicians should take history 
and examine both eyes carefully.

Owing to the early onset of retinopathy and the potential 
for quick progression to TRD, all babies suspected of 
having IP should be screened as soon as possible to detect 
peripheral retinal vascular changes.[3,4,6] The extent of 
peripheral nonperfusion or neovascularization may be 
difficult to recognize clinically; therefore, the ophthalmologic 
examination for infants should preferably be performed under 
general anesthesia. Early fluorescein angiography provides 
the angiographic evidence of peripheral retinal ischemia and 
thus predicts the severity of retinopathy. Previous reports 
suggested that retinal examination should be every 2 weeks to 
1 month for 3 months and then every 1–3 months until 1 year 
old. Follow‑up interval may be biannually until 2–3 years old 
and increased to every 6–12 months after 2 years. Given the 
lifelong risk for RD, patients should be monitored throughout 

adulthood and be warned of the symptoms of retinal tear or 
detachment.
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Exotropia in a pediatric patient with 
rhabdomyolysis caused by an insect 
sting

Won Jae Kim, Saeyoon Kim1, Myung Mi Kim

Various ocular and systemic reactions have been associated with 
insect sting. However, insect stings have been rarely reported 
to cause exotropia and diplopia. We encountered exotropia 
in a 6‑year‑old child with rhabdomyolysis of the left lower 
extremities caused by an insect sting. Exotropia and diplopia 
developed within 1 day after the sting and improved completely 

1 week after the onset of symptoms. Clinicians should be aware 
of the potential for the development of exotropia in patients with 
insect stings, which requires careful follow‑up.

Key words: Exotropia, rhabdomyolysis, sting

Insect stings can result in local allergic and severe systemic 
reactions, including rhabdomyolysis, renal failure, liver 
injury, and coagulopathy.[1‑4] A range of ocular reactions such 
as corneal edema, conjunctivitis, cataract, and optic neuritis 
have been reported after insect stings.[1] These reactions were 
attributed to direct trauma and potential toxic effects. However, 
insect sting has been rarely reported to cause strabismus. To the 
best of our knowledge, this paper describes the first reported 
pediatric case in a 6‑year‑old boy who developed exotropia 
with rhabdomyolysis caused by an insect sting.

Case Report
Informed consent was obtained from patient’s parent. 
A  6‑year‑old boy consulted our pediatric ophthalmology 
department for horizontal diplopia. He was admitted to the 
Pediatric Department and diagnosed with rhabdomyolysis 
after an insect sting. His mother reported that he had been stung 
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