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Pink urine as an inkling for a diagnostic dilemma: 
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DESCRIPTION
A 23- year- old woman, with 6- week- old intrauterine 
gestation, presented with severe diffuse abdominal 
pain of 3 days duration which was intermittent and 
crampy in nature associated with generalised weak-
ness of all limbs. There was no history of bleeding 
per- vagina, fever, rashes, diarrhoea, constipation, 
vomiting, icterus or bleeding diathesis, or history 
of similar reports in the family. Her vitals were 
stable. Mild pallor was elicited in bilateral palpe-
bral conjunctiva. Diffuse guarding of abdomen 
without rigidity or tenderness, with no abdominal 
distension, organomegaly or excess free- fluid noted 
on abdominal examination. Regular bowel sounds 
were present. All other systemic examination was 
normal. Laboratory analysis revealed haemoglobin 
of 116 g/L (normal: 120–150 g/L) and serum sodium 
of 118 mmol/L (normal: 136–145 mmol/L). Liver 
and renal function tests, blood cultures, coagulation 
profile and lipid profile were normal. Ultrasound 
of abdomen was only suggestive of intrauterine 
gestational sac of 6 mm with no other structural 
pathology. The urine appeared fluorescent pink 
when examined under ultraviolet illumination 
(figure 1). Expedited urine analysis was strongly 
positive for urine porphobilinogen. A diagnosis of 
acute hepatic porphyria (AHP) was established.

Acute attacks of AHP are predominantly (80%–
90% of the cases) seen in women of reproductive 
age group.1 AHP does not manifest with cutaneous 
symptoms such as skin bullous lesions, pushing the 
suspicion of porphyria further away.2 Intriguingly 
in AHP, symptoms of the disease in the same patient 
during different episodes and in different patients 
with the same porphyria subtype are different.3 
Our patient, a young woman, presented with non- 
specific abdominal pain and generalised weakness in 

limbs. Moreover, her β- human chorionic gonado-
tropin was elevated indicative of pregnancy, thereby 
welcoming many obstetric differential diagnoses for 
her presentation like ruptured ectopic gestation, 
early pregnancy loss or molar pregnancy, apart 
from the regular causes for acute abdomen. After 
ruling them out by a transabdominal ultrasound, 
porphyria was considered as one of the potential 
differential diagnoses for her abdominal pain.

Urinary porphobilinogen testing is the single- 
most commonly used investigation for estab-
lishing the diagnosis of AHP. Although qualitative 
tests yield rapid results, they are subject to false- 
positivity.1 On the contrary, quantitative tests are 
confirmatory, but have greater turnaround time 
and are costlier.1 Genetic testing can differentiate 
the subtypes of porphyria, but its role in diagnosis 
is remote owing to its cost and availability. Simple, 
efficient, time- effective and cost- effective methods 
like first- line examination of urine sample under 
ultraviolet light have a potential role in investi-
gating these rare diagnostic dilemmas under appro-
priate clinical suspicion. It has a high specificity, 
especially when clinical signs are compatible with 
an acute porphyria attack. This test safely prevents 
the larger proportion of non- porphyria cases from 
being subjected to unnecessary assays that increase 

Figure 1 Fluorescent pink colour discolouration of 
the urine under ultraviolet light examination in acute 
hepatic porphyria due to oxidation of porphobilinogen 
into porphobilin, which reduces once acute attack settles 
down.

Patient’s perspective

I was mentally at peace knowing my diagnosis. I 
had similar episodes before, but of lesser intensity 
and had been ignoring them. I believe that I am 
currently doing well and am able to carry out 
my tasks normally. I am also aware that a few 
precipitating factors could lead to acute attacks 
and shall try to avoid them.

Learning points

 ► Variable, non- specific presentation makes 
acute hepatic porphyria a diagnostic challenge, 
warranting a good clinical acumen.

 ► Clinical cues like urine turning dark on standing 
are overlooked due to inadequate patient- 
interaction, thus underscoring the importance of 
a dedicated bed- side workup.

 ► Simple method like urine examination under 
ultraviolet light should be used to accelerate 
the diagnosis, particularly in peripheral 
healthcare settings where timely urine 
porphyrin estimation is not feasible.
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both healthcare expenses and time. At the same time, it expe-
dites the diagnosis by narrowing down only a select group of 
cases that have positive result in ultraviolet light examination 
to be subjected to further assays. Delayed recognition and treat-
ment of AHP has both acute life- threatening complications and 
long- term repercussions due to recurrent attacks which can only 
be prevented by arriving at the diagnosis early. Hence, it strikes 
a safe balance between the two and abates the excessive depen-
dence on time- consuming, less- accessible and costlier porphyrin 
assays.
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