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Polycythemia Vera
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Risk
•	Prevalence: 22:100,000; twice as high among men as
women.
•	Higher prevalence in Jewish people of European origin.
• Prevalence
	
increases with advancing age (rare in
those <30 y).
Perioperative Risks
•	Risk of deep venous thrombosis, pulmonary emboli
•	Risk of coronary, cerebral thrombosis/ischemia
• Increased
	
histamine release and prostaglandin
production
Worry About
•	Hyperviscosity from increased Hct
• 	Preop treatment should include phlebotomy to Hct
of ≤45%
•	Increased plt count and plt aggregation

• Thrombotic
	
complications: MI, stroke, deep venous
thrombosis, Budd-Chiari syndrome
•	Bleeding diathesis
Overview
•	A chronic myeloproliferative disease characterized by
increased red blood cell mass.
•	Often WBC and plt counts are increased.
•	The resulting hyperviscosity of blood predisposes to
thrombosis.
• 	
Symptoms: Headaches, erythromelalgia (pain in
hands/feet), pruritus.
•	Predisposed to gouty arthritis, peptic ulcer disease.
•	Accompanied by palpable splenomegaly.
Treatment
• Although
	
incurable, treatment increases life expectancy from 1–2 y to 20 y
•	Phlebotomy is first-line therapy

•	Low-dose aspirin (81 mg/d) is often given to reduce
thrombotic risk.
• 	Hydroxyurea (Hydrea): The most commonly used
myelosuppressive agent for PV. Helps reduce both
Hct concentration and plt count.
• 	
Ruxolitinib ( Jakafi): A Janus-associated kinase
inhibitor, approved by the US FDA for treatment of
pts with PV who have had an inadequate response to
hydroxyurea or are intolerant of it.
Etiology
•	Unclear, but a mutation in the JAK2 ( Janus kinase 2
gene) increases response to erythropoietin.
•	Normal oxygen saturation (if low, may be secondary
polycythemia).
•	Low erythropoietin levels (if high, may be secondary
polycythemia).

Assessment Points
System

Effect

HEENT

Assessment by Hx

PE

Test

Headaches, tinnitus, blurred vision or
blind spots, dizziness or vertigo

CV

Increased intravascular volume

Angina, coronary artery microthrombus

Reddened, purplish skin

Increased Hgb, Hct, red cell count
Hct:
>46% in women
>52% in men
May have increased WBC and plt count

RESP/HEME

Absence of hypoxemia

Poor exercise tolerance
Smoking, high altitude not a cause
Often asymptomatic

Signs/symptoms of pulm emboli

Normal arterial oxygen saturation
JAK2 mutation in blood cells

GI

Splenomegaly
Budd-Chiari syndrome
Peptic ulcer disease

Symptoms of liver disease secondary to
Budd-Chiari syndrome

Splenomegaly

Liver enzymes

RENAL

Potential renal thrombosis

ENDO

Low EPO levels

CNS

Bone marrow: Hypercellular, low iron stores
Headaches

PNS

Erythromelalgia (pain in hands/feet)

MS

Itching, gouty arthritis

Fatigue

Extremity edema, signs of DVT
Bleeding, bruising in 25%

DVT assessment by US or venogram

Key References: Leukemia and Lymphoma Society: Polycythemia vera facts. FS13:1-7. <https://www.lls.org/sites/default/files/file_assets/FS13_PolycythemiaVera_FactSheet.pdf>, 2015 (Accessed 01.06.16);
Finazzi G, Barbui T: How I treat patients with polycythemia vera, Blood 109(12):5104–5111, 2007.

Perioperative Implications
Preoperative Preparation
•	Preop phlebotomy
•	Hydration for hemodilution
•	May benefit from periop hematology/oncology consult
• 	For low-risk blood loss cases, may continue aspirin,
weighing the risk of thrombosis versus bleeding
Monitoring
•	ST-segment changes for myocardial ischemia
•	Large-bore access to facilitate additional phlebotomy

Induction/Maintenance
•	Both RA and GA are options
•	Caution with neuraxial anesthetics if there is a bleeding diathesis
Intraoperative Management
•	Intraop hemodilution to reduce thrombotic risk
• Some
	
pts at risk for increased bleeding and
transfusion
Postoperative Period
•	Increased risk for thrombosis and bleeding diathesis.
•	Aggressive DVT prophylaxis is important.
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Polymyositis
Risk
•	Annual incidence in USA: 5.5:1,000,000, most prevalent among black women
• 	
Annual incidence around the world: 1.97.7:1,000,000, although comprehensive epidemiologic data are lacking
Perioperative Risks
•	Delayed recovery from muscle relaxation
330 •	Aspiration pneumonitis

Anticipated Problems/Concerns
•	Vigilance for prevention, diagnosis, and treatment of
thrombotic events
•	Also must be prepared to treat bleeding diathesis
• 	Treat symptoms: Itching, fatigue, angina, heart failure, gout
• 	PV pts at greater risk for thrombosis than for secondary polycythemia

•	Cardiac arrhythmias
•	CHF
Worry About
•	Increased risk of aspiration
• 	
Respiratory muscle and/or diaphragmatic
weakness
• 	Hyperkalemia following succinylcholine use; sensitivity to NMB
• Interstitial
	
lung disease, progressive fibrosis, and/or
difficulty with ventilation/oxygenation

•	Cardiomyopathy with heart failure
• 	Chronic use of therapeutic steroids and anti-immunologic medications
Overview
• 	Rare form of an acquired inflammatory myopathy
affecting adults and rarely children.
• Can
	
often mimic many other myopathies and is a
diagnosis of exclusion.
•	Pts present with progressive and symmetric proximal
muscle weakness.

