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Paroxysmal nocturnal hemoglobinuria
(PNH) is a progressive and life-threatening
disease associated with morbidities and
premature mortality

e (Chronic hemolysis Is the underlying cause of progressive
morbidities and premature mortality in patients with PNH=*

e Delays in diagnosis of PNH have ranged from 1 to >10 years®

® [nternists can help shorten time to diagnosis by identifying
certain signs and symptoms of PNH®

80% Fatigue’
88—94% Anemiad

24% Dysphagia’
64 % Dyspnea’
93 % Back pain®

44% of PNH patients suffer from
abdominal pain’

38% Erectile dysfunction’

62 % Hemoglobinuria’

62% Hematuria®
47% Pulmonary hypertension?®

409 to 67% of PNH deaths are due

to venous or arterial thrombosis*!**

ALEXION



Your role as an internist in the pathway to diagnosis® Patient presents

EVA L U AT E Internist evaluates the patient

Internist identifies signs and symptoms related to PNH
(hemolysis, abdominal pain, and thrombosis)
R E I E R TEST*

LDH

REFER

to hematology

- Highsensitvy
flow cytometry

Hemoglobin
Haptoglobin
SEI [l R le ]S [aj M L ong-term follow-up for e Management

LDH: lactate dehydrogenase Indirect bilirubin internal conditions of PNH

* Please note that there are regional variances on which healthcare
professionals can order testing.
The information on this page is intended as educational information

for healthcare providers. It does not replace a healthcare professional’s 5
judgment or clinical diagnosis. )(E;(IEIN(@




Next steps In the diagnhostic process:
Order additional tests*®

Test
Order additional tests that may increase suspicion or help rule out PNH

Laboratory value In patients with PNH'417-19 _ : . :
LDH The internist’s role in diagnosing PNH
™ LDH 1.5 x ULN ” . .

X e PNH symptoms are non-specific, and coupled with the rarity
Hemoglobin 9 of PNH, can lead to substantial diagnostic delays!®2°
Haptoglobin . e You, as an internist, can play a critical role in shortening

the time to diagnosis, thereby improving patient prognosis
Reticulocyte count + Frequently elevated: may be and management®
normal or low if bone marrow * |n the presence of signs and symptoms of PNH, consider
is dysfunctional ordering additional tests, and/or refer to a hematologist and

follow up to manage underlying internal conditions®!’

Indirect bilirubin

T

LDH: lactate dehydrogenase; ULN: upper limit of normal.
* Please note that there are regional variances on which healthcare professionals can order testing.

The information on this page is intended as educational information for healthcare providers. It does not replace a healthcare professional’s judgment or clinical diagnosis. /ﬁ)\dﬂ N°



Patients with PNH have an increased risk of thrombosis!3!4

The risk of developing a TE increases further if the patient also has LDH levels >1.5 x ULN?3

Effect of hemolysis and clinical symptoms on risk of TE™

LDH >1.5 x ULN 7.0*

Abdominal pain

LDH >1.5 x ULN + abdominal pain 17.8*

Chest pain

LDH >1.5 x ULN + chest pain 19 0*

Thrombosis is the

Dyspnea
LDH >1.5 x ULN + dyspnea

10.3*

leading cause of death
for patients with PNH. !>

Hemoglobinuria :
LDH >1.5 x ULN + hemoglobinuria 10.3~

0 5 10 15 20

Odds ratio of TE
* p<0.05 compared with LDH <1.5 x ULN + no symptom.

TE: thrombotic event; LDH: lactate dehydrogenase; ULN: upper limit of normal. /ﬁ)\dﬂ N’



THANK YOU
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