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CASE PRESENTATION

The left eye of an §-month-old Japanese girl
was submitted to ABCC for histopathologic
examination because of suspected glioma,
Clinical description of the lesion indicated
that "the retina protrudes into the vitreous
bady and the blood vessels are clearly seen,”
In addition, a "peculiar pigmentation" was
noted over the skin. The surgical pathology
report was as follows:

Gross The specimen consists of a completely
excised previously opened left eye which
measures ]1x18 mm. On one side the ciliary
body and iris are missing. There is a 2-mm
defect at the limbus. The anterior portion of
the lens is fragmented. There is an eosino-
philic mass behind the lens with a pedicle
extending to the optic nerve,
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A paper based on this report appeared in: Survey of Ophthalmology 11:41-6. 1966
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Microscopic Cornea - Not remarkable; Anterior
chamber - Clear, on one side the angle has
been torn, but the canal of Schlemm and the
trabecular meshwork are normal; Iris - Not
remarkable; Lens - Fragmented anteriorly, but
otherwise not remarkable; Ciliary body - Not
remarkable: Choroid - In areas there 1is
proliferation and degenerative changes of the
pigment epithelium, many drusen are seen;
Retina - Totally detached,
shaped mass behind the lens.
is completely disrupted.

forming a funnel
The architecture
On the anterior
surface of the detachment, a vascular membrane
is present (Figures 1,2)
remarkable;

Optic nerve - Not
Sclera - Not remarkable.

Diagnosis
gliomav,

Detachment of retina:
Because of the associated skin lesion

"pseudo-

and "pseudo-glioma,” a diagnosis of inconti-
nentia pigmenti was suspected and the child was
seen at ABCC at the age of 13 months. Past
history indicated that she was the first-born
child of unrelated parents. Pregnancy and
delivery were normal, and growth was normgk
However, development was retarded so that at
she was unable to
hold her head without support or roll over. A
reticular type of pigmentation (Figure 3) was
present, covering the trunk and extremities,
feet and head. In
addition, there was a verrucous lesion of the

the time of examination,

but sparing the hands,

TANSRFRR MI—F R L L. fIE—EE, BAo 1{H
FEATVEY, YAl ABHLUMBERASOZER
HEFEESTHS. IE—FRIL. A&ME—FEIC
HRZEHIEHIEERLZ L. EBF—FRLZ L. K&
Bt E oMM L UBITHELREZED 5.
EHORBMAE FL2ED5. AE—F<L£ZHEL TAK
BEEHIRIRESL2ER LTS, HBoBEIERE
LrIEdhTvs. HEOHNM-MEFICECELZEDS

(B1, 2). i#@—FR L L. BR—FRLL.

BEH SRR HDHERE|. XARERLUEBRE
BEIFHILI Ao BRRBELZEY, FEB#AT
ABCC s TRREoBE:ERL L. BREEICLIA,
BFENEEHETLVERALSSEFNAE]L FTH5 5.
BESIUITREZER-EAL, RELEEETH - £,
REL, BEGEL, BEEBCESML(LTREES
BELTHRFFTASLATAMT, BEDTEILET
L. ERBFEVMNEIERoBREE(H3 ) 282D

34, F, BHEUHEBICERATY RV, E512, &

FIGURE 1
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THE COMPLETELY DETACHED RETINA LIES IN FOLDS BACK OF THE LENS
SEPARATED FROM THE CAPSULE BY A CONNECTIVE TISSUE MEMBRANE (X37)
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FIGURE 2 HIGH-POWER VIEW OF THE RETROLENTAL MEMBRANE(X100)
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FIGURE 3 TYPICAL RETICULAR PATTERN OF SKIN PIGMENTATION
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right leg. Examination of the right eye
revealed a normal size globe. However, there
was no indication that the child could perceive
light or motion, and the pupil did not react
to light. The fundus was normal with the
exception of a pale, flat disk.

Skin biopsy could not be obtained. However,
blood was collected from both parents and
child for chromosomal analysis. In all
instances, the idiogram was within normal
limits,

DISCUSSION

Incontinentia pigmentil is a skin disease

characterized by splotchy or reticulated
macular pigmentation of a chocolate brown

color which does not follow cleavage lines or
nerve distribution, It is frequently heralded
by inflammatory bullae in lines or patches
which then give way to the typical lesion of
incontinentia pigmenti, Qccasionally, there
is an intermediate stage of linear verrucouse
lesions. The process, almost always found in
females, usually begins early in life, but can
appear at any time up to age two,

Of 94 reported cases of incontimnentia
pigmenti,2~3 30 had ocular anomalies,
the most frequent being strabismus, cataract,
retrolental mass, or optic atrophy. Those ten
with a retrolental mass were variously
diagnosed as retrolental fibropiasia, pseudo-
glioma, or metastatic ophthalmitis. Of these,
only three have had the clinical diagnosis
substantiated by histopathologic examination.
These 10 cases are summarized in Table 1.

In the case presented here, the findings are
those of a long-standing detachment. However,
it is not unreasonable to postulate that the
initial mechanism leading to the detachment is
inflammatory in nature, since these primary
skin lesions in incontinentia pigmenti are
often inflammatory. Further, in the cases of
Kawamura, ® Scott,d and Lieb* all suggest that
the initial process is inflammatory, and the
pathologic description of Scott’'s case (and by
inference, Haxthausen’s7) isstrikingly similar
to the findings in this case.* The problem of
nomenclature is a difficult one since so few
cases have been histologically examined.
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¢« Scott indicates that the histologic diagnosis is available, but it is not included in

Haxthausen's reference article.
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TABLE 1

%1

CLINICAL PATHOLOGY CONFERENCE
BERR 1R 9 B e

Uebel, 1950 8

Case 1 Betrolental fibroplasia
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2 Betrolental fibroplasia
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3 Betrolental fibroplasia Watanabe, ]95410
A R HE 1 0 AE 5 311

4 Betrolental fibroplasia Cole, 19582
A i {4 e 0 R HE Y B4R

5 Pseudo-glioma Block, 1926 11
1+ £ 1% B

f Pseudo-glioma Haxthausen, 1945?
1 1 £F 1 i

7 Pseudo-glioma Duke University, 194812
14 Ho EE 1B

B Metastatic ophthalmitis Kawamura, 1954 ©
dR TR & kD)

g Metastatic ophthalmitis Scotr, 1955 5
% B P R 2%

Exudative
chorioretinitis

T8 A IR A A AL 2

10

Findlay, 1952 °

Lieb and Guerry, 10584

Clinical diagnosis aonly
Jol B 35 7 0 2

Clinical diagnosis only
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Histologic diagnosis,
of lesion given
ARFAGBET. AL, WECMY e L
Histologic diagnosis: massive fibrous
detachment and cyst formation
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Clinical diagnosis only
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Clinical diagnosis only
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No information available
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Clinical diagnosis only
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Histologic diagnosis: completely detach-
ed, funnel shaped, folded and thickened
retina which showed patchy infiltration
by lymphocytes

HEEa B T2 B L SRR o R
Bidkoo ) > HAERIZE 230 3

but no description

Clinical diagnosis only. Patient lost
to follow-up examination
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lHowever, in the early stages the lesion should
be considered an endophthalmitis asscciated
with incontinentia pigmenti with the final
stages being that of retinal detachment. The
term #retrolental fibroplasia" is confusing
and should be discarded. Likewise, "pseudo-
glioma" is a wastebasket term and tells us
nothing regarding the pathologic processes,

The percentage of patients with incontinentia
pigmenti and a retrolental mass is fairly
constant and around 8%-10%. Of those reviewed,
10.6% had this finding, while in Opitz’s
unpublished series 1 out of 12 cases or 8, 3%
had involvement, 13 TUrabe’s reviewl!* in the
Japanese Literature showed 3.2% with a
retrolental mass. In no case was the mass

proven to be malignant,

SUMMARY

A case of incontinentia pigmenti in a Japanese
girl with associated retrolental mass is
presented in conjunction with a review of the
other known cases of this association in the

literature.
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