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Clinical Presentation of Acute Posterior Mutifocal Placoid Pigment 

Epitheliopathy 

 

Abstract 

Introduction: Acute posterior multifocal placoid pigment epitheliopathy (APMPPE) 

is a unique syndrome that involved a rapid decrease in visual acuity and the 

appearance of multiple, yellowish white placoid lesions in the posterior pole 

retina. The pathogenesis and etiology of this disease remain unclear. The incidence 

and prevalence of APMPPE is unknown, but it has been reported frequently and 

widely from ophthalmic center 

Objective : To report a case of patient with APMPPE 

Case report : A 46 years old patient referred to vitroretina unit of Cicendo eye 

hospital with chief complaint blurred vision on hid right eye (RE) suddenly 3 days 

prior admission. He felt headache without fever. Visual acuity of RE 1/60. Anterior 

segment showed mild inflammation in anterior chamber. Posterior segment showed 

retinal flat with multiple flat yellow-white plaque lesion in posterior pole. OCT 

macula showed any disruption of inner and outer segment and OCT angiography 

showed hypoperfusion image on choriochapilaris. 

Conclusion:  APMPPE is self-limited with a generally good prognosis. No 

pharmacologic therapy is indicated. All patients with a new diagnosis of APMPPE 

should receive a full neurologic and systemic work-up to evaluate for CNS vasculitis 

and other associated systemic conditions. 

  

I. Introduction  

Acute posterior multifocal placoid pigment epitheliopathy (APMPPE) is a 

unique syndrome that involved a rapid decrease in visual acuity and the 

appearance of multiple, yellowish white placoid lesions in the posterior pole 

retina. It was first describe by Gass in 1968. Its an acquired inflammatory disorder 
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affecting the retina, retinal pigment epithelium, and choroid. Although surrounded by 

considerable controversy, the pathogenesis and etiology of this disease remain 

unclear.
1,2

  

 The incidence and prevalence of APMPPE is unknown, but it has been 

reported frequently and widely from ophthalmic center. Almost 80% of recorded 

cases included white race and no sexual predilection with equal frequency between 

men and women. APMPPE usually affects healthy adults, and other than ocular 

involvement, systemic manifestations are relatively uncommon, but  many associated 

ocular and systemic abnormalities have been described, including uveitis, vasculitis, 

papillitis, episcleritis, cerebral vasculitis and erythema nodosum. Variations in the 

ocular pattern have been described.
1,2

 

II. Case Report 

A 46 year old male referred to vitreoretina unit Cicendo Eye Hospital with 

chief complaint blurred vision on his right eye (RE) since 3 days prior admission. He 

denied any seeing floater , fotopsia and double vision. He did not have any history of 

head injury. He felt headache and mild pain on his RE. He did not have any 

spectacles before. He denied any flue like syndrome or fever. He did not have any 

history of same symptoms before. He did not have hypertension, diabetes and any 

other systemic disease. 

General status were within normal limit. Ophthalmology examinations 

showed that visual acuity of RE were 1/60 and left eye (LE) 0.32 pinhole 0.8.  

Intraocular pressure with non contact tonometry 10mmHg on both eyes. There were 

no restriction ocular movement to all directions in both eyes. Anterior segment of RE 

revealed flare cell ±, round pupil with light reflex ↓/+ and relative afferent pupillary 

defect grade I, minimal opacity of lens were found and vitreus cell +1. Anterior 

segment within normal limit on LE.  Funduscopy on the RE showed clear  media, 

round papil, distinct border, physiologic cup/disc ratio and physiology artery/vein 
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ratio, retinal flat with multiple flat yellow-white plaque lesion in posterior pole and 

decrease foveal reflex. Funduscopy on the LE whitin normal limit.  

Patient was diagnosed with acute posterior multiple placoid plaque 

epitheliopathy OD. Then he get roborantia once a day and consulted to internal 

medicine to find underlying disease. 

 

 
Picture 1 : Fundus photograph demonstrated posterior segmen with multiple   yellow 

white placoid lesion on RE 
 Source : CIcendo Eye Hospital 

Optical coherence tomography (OCT) macula showed elevated macular 

thickness and any inner segment (IS) and outer segment (OS) disruption. OCT 

angiography (OCT-A) demonstrated hypoperfuseion area in choriocapillaris and 

choroid.  

Patient was consulted to internal medicine. Blood test negative for 

toxoplasmosis, cytomegalo virus dan hrpes simplex infection, HIV infection. ANA 

test revealed non reactive. Patient was diagnose lung tuberculose and peritoneal 

tuberculose from internal medicine.   
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Picture 2: OCT macula demonstrate elevated macular thickness and IS/ OS disruption 

on RE. 
         Source: Cicendo Eye Hospital 
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Picture 3 : OCT-A RE showed hypoperfusion in choriocapillaris and choroid on RE 
Source : Cicendo Eye Hospital 
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III. Discussion  

Acute posterior multifocal placoid pigment epitheliopathy (APMPPE) 

included in the spectrum of white dot syndromes. The disease usually manifests with 

sudden onset of visual blurring or flashing lights. The disorder occurs most 

commonly between the ages of 20 and 30 years, but some other documented range of 

age between  8 to 66 years old. There is no gender predilection. A flu-like prodrome 

consisting of fever, malaise and headache precedes most cases of APMPEE. This is 

followed by a sudden, usually bilateral, painless loss of vision.
1,2,3

 

Most cases are bilateral and appear simultaneously in both eyes. However 

unilateral cases and delay in the appearance of the disease in the second eye by 

several weeks have also been noted. Patient complain rapid blurred vision and 

sometimes associated with central and paracentral scotoma. Anterior segment may 

have no significant inflammation or may be a +1 to +2 nongranulomatous 

inflammation.  The vitreous may also have a mild to moderate inflammatory 

response. The characteristic clinical finding is multiple flat yellow-white (cream – 

coloured) plaques at the level of retinal pigment epithelial (RPE). This vary in size 

and are cleary defined. The lesion typically begin in the macula or posterior pole, 

with later developing lesions noted more peripherally. 
1,4 

The lesions fade gradually over the course of 1 to 2 weeks. New lesions may 

be observed in the peripheral fundus for up to 3 weeks after the onset of symptoms 

and tend to be more linear and radially oriented. The acute lesions are replaced by 

varying degrees of retinal pigment epithelium atrophy and hyperpigmentation. 

Atypical findings include papillitis, central retinal vein occlusion, disc 

neovascularization, exudative neurosensory retinal detachment, and subhyaloid 

hemorrhage.
4
  

In this cases, 46 years old male felt blurred vision on right eye suddenly 3 

days prior admission. He also felt headache without fever. Visual acuity on right eye 

was 1/60. Anterior segment examination revealed mild inflammatory with flare cel 

+/- in anterior chamber.  The vitreous may also have mild inflammation with vitreous 
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cell +1. Funduscopy showed multiple flat yellow-white plaque lesion in posterior 

pole.  

The patophysiolgy of APMPPE is still unkown. In his initial description Gass 

believed that the site of lesion in APMPPE was at the level of RPE or was due to an 

abnormality in choroidal perfusion with secondary involvement of RPE. Numerous 

causes has been suggested. An abnormal immune response to an inciting agent, has 

been postulated since some patients report an antecedent prodromal illness 

characterized by flu-like symptoms. Viruses, mycobacterium avium and allergic 

reaction to penicillin have been implicated as the causative agents. However some 

believe that it is secondary to a delayed-type hypersensitivity-induced occlusive 

vasculitis. Another has been postulated that APMPPE is caused by immune complex-

induced vascular obstruction resulting in non perfusion or reduced perfusion of  units 

of choriocapillaris, and consequent ischemic damage of the pigment epithelium. The 

concept of vasculitis as a cause of the disease is supported by evidence of vasculitis 

elsewhere, although the predilection for choroidal involvement remains unexplained. 

1,4,5
 

The variations in clinical appearance and presentation may be related to the 

extent of choroidal ischemia and nonperfusion. APMPPE typically occurs in 

otherwise healthy person. There have been occasional reports associating it with 

systemic disorder. APMPPE has been described in association with mumps, 

sarcoidosis, Wegener’s granulomatosis, polyarteritis nodosa, ulcerative colitis, group 

A streptococcal infection, tuberculosis, following hepatitis B vaccination, and Lyme 

disease, however  the nature of these associations are unclear. Associations with 

HLA-B7 and HLA-DR2 also have been reported.
4,5,6

  

In this patient was consulted to internal medicine and was diagnosed as lung 

tuberculose and peritoneal tuberculose. Laboratory examination revealed negative for 

TORCH and HIV infection and non reactive for ANA test.  

Intravenous fluorescein angiography reveals a characteristic “block early, 

stain late” pattern. In the early phase of the angiogram, the acute lesions are 



8 

 

hypofluorescent. The hypofluorescence is probably related to both the gray-white 

opacification of the retinal pigment epithelium and choroidal non perfusion. The 

lesions become hyperfluorescent in the late phase of the study. Prolonged filling of 

the choroid may also be seen. OCT for AMPPE demonstrate that there were  

disruption of inner segment (IS)/ outer segment (OS) junction, disruption of external 

limiting membrane (ELM) and photoreceptor level. 
4,7,8,9 

In this patient OCT macula showed any disruption of IS/OS junction and 

elevation macular thickness. OCT angiography described hypoperfusion in 

choriocapillaris and choroid.  

In general, no treatment is required for APMPPE. Most individuals have a 

good visual prognosis, with spontaneous recovery of visual acuity within 3 to 6 

weeks. Recurrences are rare, but there are reports of reccurences. Features that may 

be associated with poor visual prognosis include foveal involvement at initial 

presentation, older age at presentation (60 years), unilateral disease, longer interval 

between first and second eye involvement (6 months), and recurrent disease. 

Systemic corticosteroid treatment has been suggested in cases with foveal 

involvement and central nervous system vasculitis. 
1,4,10

 

Patient were treated with roborantia and suggested to regular follow-up until 

clinically showed recovery. Prognosis for this patient, ad vitam bonam and ad 

functionam dubia ad bonam.   

IV. Conclusion  

APMPPE were described by Gass has proven to be self-limited with a 

generally good prognosis. No pharmacologic therapy is indicated. There is no current 

consensus on treatment although steroids have been utilized and reported to be 

beneficial in cases of foveal involvement and associated CNS vasculitis. All patients 

with a new diagnosis of APMPPE should receive a full neurologic and systemic 

work-up to evaluate for CNS vasculitis and other associated systemic conditions. 
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