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more pronounced on the right. The electroretino-
gram was completely extinguished, which suggests a
retinal dysplasia.

Case Il was also a girl, 7 years of age. She
displayed a typical incontinentia pigmenti of the
trunk and the legs (Figs. 3—6). The teeth are in a very
bad condition. On the ophthalmological point of
view, a nystagmus and an infero-internal strabismus
of the right eye with hyperaction of the inferior
oblique were noted. At the right eye there was an
optic atrophy with distinct margins; at the left eye the
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disc was normal, but there was a temporal cone.
Both fundi were albinoid and studded with pig-
mentary dust. The retinal vessels were very thin.
There was amyopia of —10D atthe rightand —14 D at
the left. The right iris was variegated. No other ocular
anomalies were noted. The electroretinogram was
subnormal on both sides (R.E.: photopic b wave 40
RV, scotopic a wave 80 nV and scotopic b wave 100
nV. L.E.: photopic a wave 25 uV, photopic b wave
40 nV, scotopic a wave 100 nV and scotopic b wave
120 wV). The right eye had only light perception.

The histopathological examination of a skin patch
with incontinentia pigmenti shows an irregular
epidermis (Fig. 7-9). The stratum corneum is slightly
thickened, but orthokeratotic. The stratum
granulosum consists of one or 2 cellular layers. The
stratum mucosum is normal. The basal layer is also
normal, and there are no melanin granules. On the
contrary, the superficial layer of the dermis displays
numerous chromatophores, filled with pigment
granules. In the middle and deep layers the capillaries
are surrounded by a muff of lymphocytes and
histiocytes.

Conclusion

Incontinentia pigmenti or Bloch-Sulzberger syn-
drome is a very distinct disease ophthalmologically as
well as genetically. Affected males are exceptional,
and X-linked dominant inheritance may be accepted.
The retrolental mass, which is seen in many cases, is
the end stage of a process which starts with circulatory
insufficiency and vascular anomalies. The process
nevertheless does not always and necessarily evolve
to the end stage, as is shown by our case II. It may
stop at any stage, as in our case III, in which the
retinal lesions and the vascular anomalies are minimal.

References

1 Bloch B. Eigentiimliche, bisher nicht beschriebene Pigment-
affektion (incontinentia pigmenti). Schweiz Med Wochenschr
1926;56: 404.

2 Sulzberger MB. Uber eine bisher nicht beschriebene congenitale
Pigmentanomalie (incontinentia pigmenti). Arch Dermatol
Syphilol (Berlin) 1928; 154: 19-32.

3 Carney RG. Incontinentia pigmenti. A world statistical analysis.
Arch Dermatol 1976; 112: 535-42.

4 Graham Scott J, Friedmann AJ, Chitters M, Pepler WJ. Ocular
changes in the Bloch-Sulzberger syndrome (incontinentia pig-
menti). Br J Ophthalmol 1955; 39: 276-82.

5 Findlay GH. On the pathogenesis of incontinentia pigmenti.
With observations on an associated eye disturbance resembling
retrolental fibroplasia. Br J Dermatol 1952; 64: 141-6.

6 Cole JG, Cole HG. Incontinentia pigmenti associated with
changes in the posterior chamber of the eye. Am J Ophthalmol
1959;47: 321-8.

7 McCrary II1 JA, Smith JL. Conjunctival and retinal incontinentia
pigmenti. Arch Ophthalmol 1968;79: 417-22.

8 Calmettes L, Deodati, Bec P. Incontinentia pigmenti et lésions
cornéennes. Bull Soc Ophtalmol Fr 1956; 56: 686-9.



Downloaded from bjo.bmj.com on February 14, 2012 - Published by group.bmj.com

Incontinentia pigmenti (Bloch-Sulzberger syndrome) and retinal changes 25

9 Wilk A. Bloch-Sulzberger syndrome (incontinentia pigmenti).
Klin Oczna 1972; 42: 793-5.

10 RiimmelH, Rausch L. Anomalien des Auges bei dersogenannten
incontinentia pigmenti. Beitrag zur Differentialdiagnose und
Pathogenese des Pseudoglioms gegeniiber der retrolentalen
Fibroplasie. Ophthalmologica 1955; 130: 31-53.

11 Gerard R. Les manifestations oculaires de I'incontinentia
pigmenti. Bull Soc Belge Ophtalmol 1948; 89: 423-5.

12 Badetti L, Casteret P, Franchini N, Ferrara. Incontinentia
pigmenti avec atteinte oculaire. Pediatrie 1963; 18: 830-3.

13 Brégeat P, Duperrat B, Juge P, Mascaro-Galy, Hamard H. in-
continentia pigmenti et atrophie optique unilatérale. Bull Soc
Ophtalmol Fr 1964; 77: 185-96.

14 Lieb WA, Guerry III D. Fundus changes in incontinentia pig-
menti (Bloch-Sulzberger syndrome). Am J Ophthalmol 1958; 45:
265-71.

15 Maione M, Mammarella E. A case of incontinentia pigmenti or
Bloch-Sulzberger syndrome. Ann Ottalmol 1971; 97: 55-70.

16 Haber H. The Bloch-Sulzberger syndrome (incontinentia pig-
menti). BrJ Dermatol 1952; 64: 129.

17 Wollensak J. Charakteristische Augenbefunde beim syndroma
Bloch-Sulzberger (incontinentia pigmenti). Klin Monatsbl
Augenheilkd 1959; 134: 692.

18 Carmney RG, Carney RG Jr. Incontinentia pigmenti. Arch
Dermatol 1970; 102: 157-62.

19 Benedikt O, Ehalt H: Familidr auftretendes Bloch-Sulzberger-
Syndrom (Incontinentia pigmenti) mit Augenbeteiligung. Klin
Monatsbl Augenheilkd 1970; 157: 652—-663.

20 Jones ST. Retrolental membrane associated with Bloch-
Sulzberger syndrome (incontinentia pigmenti). AmJ Ophthalmol
1966; 62: 330-4.

21 Best W, Rentsch F. Pseudo-glioma in incontinentia pigmenti.
Klin Monatsbl Augenheilkd 1974; 164: 19-32.

22 Krey H, Laux U. Changes in retinal vessels in incontinentia
pigmenti  (Bloch-Sulzberger syndrome). Klin Monatsbl
Augenheilkd 1974; 164: 138-42.

23 Miller RJ, Anderson RE. A retrolental mass in incontinentia
pigmenti. Case report and review of the literature. Surv
Ophthalmol 1966; 11: 41-6.

24 Zweifach PH. Incontinentia pigmenti. Its association with retinal
dysplasia. Am J Ophthalmol 1966; 62: 716-22.

25 Uemura Y, Tamura H, Shimizu K, Yamamoto K. A case of the
Bloch-Sulzberger syndrome (incontinentia pigmenti). Folia
Ophthalmol Jpn 1970; 21: 357-65.

26 Mensheha-Manhart O, Rodrigues MM, Shields JA, Shannon
GM, Mirabelli RP. Retinal pigment epithelium in incontinentia
pigmenti. Am J Ophthalmol 1975; 79: 571-7.

27 Fischbein FI, Schub M, Lesko WS. Incontinentia pigmenti.
Phacochromocytoma and ocular abnormalities. AmJ Ophthalmol
1972;73: 961-4.

28 Hrfvova E, Bucek M. Incontinentia pigmenti (Bloch-Sulzberger
syndrome). Cesk Oftalmol 1975; 31: 350-4.

29 Jensen VA. Incontinentia pigmenti (Bloch-Sulzberger) associated
with proliferative eye-ground changes and positive toxoplasmosis
reaction. Acta Psychiatr Scand 1956; 108 (suppl): 197-202.

30 Jain RB, Willetts GS. Fundus changes in incontinentia pigmenti
(Bloch-Sulzberger syndrome): a case report. Br J Ophthalmol
1978; 62: 622-6.

31 Fried M, Meyer-Schwickerath G. Incontinentia pigmenti (Bloch-
Sulzberger Syndrom) mit Ablatio falciformis congenita. Eine
Langzeitbeobachtung iiber 18 jahre. Klin Monatsbl Augenheilkd
1980; 176: 44-9.

32 Carney RG. Incontinentia pigmenti: a report of five cases and
review of the literature. Arch Dermatol 1951; 64: 126.

33 Nishimura N, Oka Y, Takagi I, Yamana T, Kitano A. The clinical
features and treatment of the retinopathy of Bloch-Sulzberger
syndrome (incontinentia pigmenti). Jpn J Ophthalmol 1980; 24:
310-9.

34 Ricci L, Buonfiglio R, Garofali G. Ocular changes in a case of
incontinentia pigmenti. Minerva Oftalmol 1978; 20: 199-203.

35 Watzke RC, Stevens TS, Carney RG. Retinal vascular changes of
incontinentia pigmenti. Arch Ophthalmol 1976; 94: 743—-6.

36 Franceschetti A, Jadassohn W. A propos de I'incontinentia pig-
menti, délimitation de deux syndromes différents figurant sous le
méme terme. Dermatologica 1954; 108: 1-28.

37 Naegeli O. Familidgrer Chromatophorennavus. Schewiz Med
Wochenschr 1927, 57: 48.

38 Ito M. Studies on melanin. XI Incontinentia pigmenti
achromians. A singular case of nevus depigmentosus systematicus
bilateralis. Tohoku J Exp Med 1952; 55 (suppl): 57-9.

39 Bertoni G, Santori M, Alessi E. Ocular lesions in achromatic
incontinentia pigmenti. A#ti Soc Oftal Lomb 1973; 28: 145-51.

40 Hamada K, Tanaka T, Ohdo S, Hayakawa K, Kikuchi I, Katsuya
H. Incontinentia pigmenti as part of a neuro-cutaneous
syndrome. A case report. Brain and Development 1979; 1: 313-7.

41 Pallisgaard G. Incontinentia pigmenti in a new-born boy. Acta
Derm Venereol (Stockl) 1969; 49: 197-201.

42 Bardach M. Systematisierte Navusbildungen bei einem eineiigen
Zwillingspaar. Ein Beitrag zur Nivusitiologie. Z Kinderheilkd
1925; 39: 542.

43 Sulzberger MB, Frazer JF, Hunter L. Incontinentia pigmenti.
Arch Dermatol Syphilol (Berlin) 1938; 38: 57.

44 Jackson R, Nigam S. Incontinentia pigmenti—a report of three
cases in one family. Pediatrics 1962; 30: 433.

45 Schmidt H, Hansen JH, Christensen HE. Incontinentia pigmenti
with associated lesions in two generations. Clinical, light-
microscopic and electron-microscopic examinations. Acta Derm
Venereol (Stockh) 1972; 52: 281-7.

46 Morgan JD. Incontinentia pigmenti (Bloch-Sulzberger
syndrome). Am J Dis Child 1971; 122: 294-300.

47 Gordon H, Gordon W. Clinical and genetical studies of two
familial cases of incontinentia pigmenti. Dermatologica 1970; 140:
150-68.

48 Vissian K, Martin J, Manassero J, et al. Trois cas d’incontinentia
pigmenti. Etude clinique, histologique et ultrastructurale. Nouv
Presse Med 1974; 3: 513-6.

49 Martyn LJ. Bloch-Sulzberger Syndrome. In: Harley RD, ed.
Pediatric  ophthalmology. Philadelphia-London-Toronto:
Saunders, 1975: 512.

50 Kuster F, Olbing H. Incontinentia pigmenti. Bericht ueber neun
Erkrankunger in einer Familie und einem Obduktions befund.
Ann Pediatr 1964; 202: 92-100.

51 McKusick VA. Mendelian inheritance in man. Baltimore, Johns
Hopkins Press,1968.


http://bjo.bmj.com/
http://group.bmj.com/

Downloaded from bjo.bmj.com on February 14, 2012 - Published by group.bmj.com

Incontinentia pigmenti
(Bloch-Sulzberger syndrome) and
retinal changes.

J Francois

Br J Ophthalmol 1984 68: 19-25
doi: 10.1136/bjo.68.1.19

Updated information and services can be found at:
http://bjo.bmj.com/content/68/1/19

These include:

References  Article cited in:
http://bjo.bmj.com/content/68/1/19#related-urls

Email alerting  Receive free email alerts when new articles cite this
service article. Sign up in the box at the top right corner of the
online article.

Notes

To request permissions go to:
http://group.bmj.com/group/rights-licensing/permissions

To order reprints go to:
http://journals.bmj.com/cgi/reprintform

To subscribe to BMJ go to:
http://group.bmj.com/subscribe/


http://bjo.bmj.com/content/68/1/19
http://bjo.bmj.com/content/68/1/19#related-urls
http://group.bmj.com/group/rights-licensing/permissions
http://journals.bmj.com/cgi/reprintform
http://group.bmj.com/subscribe/
http://bjo.bmj.com/
http://group.bmj.com/

