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PPP Syndrome or Ormond’s Disease?
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Abstract

The incidence and existence of human immunodeficiency virus concerning women of reproductive age continues
to increase globally. The care of HIV-infected women is not simple and must be focused on including the current and
future health of these women, the minimization of the risk of maternal—infant transmission and the maintenance of
the well-being of the fetus and neonate. Many maternal and obstetrical factors can affect the vertical transmission.
The answer to this problem is the optimal medical and obstetrical care.

We have recently described a case of unusual constellation of 2. van der Pol R, Nieuwenhuis MG, Mourits MP (1999) Multifocal fibrosclerosis

. e P : e . presenting as Grave’s orbitopathy. Bilateral exophthalmos associated with
perloPhthalmlFls, psor_lasls, an('i 51nu51t1§ (PPP)’ which responded to retroperitoneal and sellar fibrosis. Graefes Arch Clin Exp Ophthalmol 237:
combined corticosteroid and trimethoprime/sulfamethozazole therapy 256-258.

[1]. Further follow up and additional thoughts conducted us to idea

. . . . . 3. Reittner P, Riepl T, Goritschnig T, Preidler KW, Koele W, et al. (2002) Bilateral
of differential diagnosis of orbital mass (pseudotumor) syndrome. By P 9 (2002)

orbital pseudotumour due to Ormond’s disease: MR imaging and CT findings.

this way we considered possibility of IGG-4 plasmatic cell infiltration Neuroradiology 44: 272-274.

of periophthalmic t}ssue (Ormor'lds dlseast?), which was pl{b'llshed 4. Manassero A, Cracco C, Terrone C, Rossetti SR (1998) Coexistence of orbital
as a part of retroperitoneal fibrosis and autoimmune pancreatitis and and retroperitoneal involvement in multifocal fibrosclerosis: case report. Arch
sialoadenitis [2-6]. This syndrome is now known as IGG-4 related Ital Urol Androl 70: 11-14.

systemic disease [7]. For this reason we investigated our patient for 5. Levine MR, Kaye L, Mair S, Bates J (1993) Multifocal fibrosclerosis. Report of a
blood level of IGG-4, which was of 1130mg/dl compared with normal case of bilateral idiopathic sclerosing pseudotumor and retroperitoneal fibrosis.
lower 135 mg/dl. This result was compatible with diagnosis of hyper Arch Ophthalmol 111: 841-843.

IGG-4 syndrome. Orbital mass may develop before other manifestations 6. Schonder AA, Clift RC, Brophy JW, Dane LW (1985) Bilateral recurrent orbital
of the Ormond’s disease. Everyone should be in suspicion about this inflammation associated with retroperitoneal fibrosclerosis. Br J Ophthalmol

plasmatic cell proliferative and infiltrative disease, which may affect 69: 783-787.

every tissue of the body including testis, eyes, salivary glands and 7. Yamamoto M, Takahashi H, Shinomura Y (2012) Clinical practice in

cavities. Corticosteoids are drugs of choice and rituximab (anti-CD20) immunoglobulin G4-related disease. Isr Med Assoc J 14: 640-641.

may decline the corticosteroid dependence [8]. 8. Khosroshahi A, Carruthers MN, Deshpande V, Unizony S, Bloch DB, et al.
(2012) Rituximab for the treatment of IgG4-related disease: lessons from 10
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