Sickle Cell Disease:
To Exchange or Not to Exchange
In the Setting of Acute Stroke







Presentation







Additional History




Next Steps?
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Presentation Notes
Simple transfusion for short term relief and temporizing to RBCX
Functionally asplenic 
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Presentation Notes
Two options
(don’t’ poll audience)


Pathogenesis of
Hypercoagulability in HbSS
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Interestingly, HbSS and HbSB0 thal are more likely to have VTE 
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Acute stroke in HbSS


TABLE II. Category Definitions for Therapeutic Apheresis

Category Description

I Disorders for which apheresis is accepted as first-line
therapy, either as a primary standalone treatment or
in conjunction with other modes of treatment.

Disorders for which apheresis is accepted as second-line
therapy, either as a standalone treatment or in
conjunction with other modes of treatment.

Optimum role of apheresis therapy is not established.
Decision making should be individualized.

Disorders in which published evidence demonstrates or
suggests apheresis to be ineffective or harmful.

IRB approval is desirable if apheresis treatment is
undertaken in these circumstances.

ASFA Guidelines

Categories

Schwartz. J Clin Aph. 31. 2016.
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(Category 1)


Grading Recommendations Adopted from Guyatt et al. [4,9]

Recommendation

Description

Methodological quality of supporting
evidence

Implications

Grade 1A

Grade 1B

Grade 1C

Grade 2A

Grade 2B

Grade 2C

Strong recommendation,
high-quality evidence

Strong recommendation,
moderate quality evidence

Strong recommendation,
low-quality or very
low-quality evidence

Weak recommendation,
high-quality evidence

Weak recommendation,
moderate-quality evidence

Weak recommendation,
low-quality or very
low-quality evidence

RCTs without important limitations or
overwhelming evidence from
observational studies

RCTs with important limitations
(inconsistent results, methodological
flaws, indirect, or imprecise) or
exceptionally strong evidence from
observational studies

Observational studies or case series

RCTs without important limitations or
overwhelming evidence from
observational studies

RCTs with important limitations
(inconsistent results, methodological
flaws, indirect, or imprecise) or
exceptionally strong evidence from
observational studies

Observational studies or case series

Strong recommendation, can apply to
most patients in most circumstances
without reservation

Strong recommendation, can apply to
most patients in most circumstances
without reservation

Strong recommendation but may change
when higher quality evidence becomes
available

Weak recommendation, best action may
differ depending on circumstances or
patients’ or societal values

Weak recommendation, best action may
differ depending on circumstances or
patients’ or societal values

Very weak recommendations; other
alternatives may be equally reasonable

ASFA Guidelines

Grades

Schwartz. J Clin Aph. 31. 2016.
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No RCT comparing transfusion / exchange with other modalities
(Grade 1C)






RBCX 1n HbSS Acute Stroke
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Again: no RCTs


Coexistent Sickle Cell Disease Has No Impact on the Safety
or Outcome of Lytic Therapy in Acute Ischemic Stroke

Findings From Get With The Guidelines-Stroke

Robert J. Adams, MS, MD; Margueritte Cox, MS, MGIST; Shelly D. Ozark, MD;
Julie Kanter, MD; Phillip J. Schulte, PhD; Ying Xian, MD, PhD; Gregg C. Fonarow, MD;
Eric E. Smith, MD, MPH; Lee H. Schwamm, MD

Stroke. March 2017
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Age matched from > 2M strokes around the nation 
1:4 HbSS:Controls (differences in age and race)
Matched for age, race (black vs not black), and sex





MOA of tPA
Henry’s. 22"d ed, 2011.
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Clear utility in strokes for ASCVD, embolism in AFIB
D-dimer levels chronically elevated 2/2 hypercoagulable state (in normal HbSS controls)


Adams et al Findings
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Other factors didn’t achieve significance 


Adams et al
Findings (2)

Table 2. Lytic Therapy and Safety Among SCD and Non-
SCD Cohorts, After Matching on Age, Sex, and Black Versus
Nonblack Race

Non-SCD
Variable SCD (n =832) (n=3328)

Thrombolytic therapy

Any thrombolytic
therapy, n (%) 61(8.2) 290 (9.4) 0.3024

Thrombolytic therapy

types among patients
receiving thrombolytic
therapy, n (%)

Intravenous tPAonly | 46 (82.1) 23611 |
IAtPA only 8 (14.3) 2(53 |

Both intravenous tPA
Onset to treatment time
in min, median (25th— 148 (100-179) | 145(115-171) | 0.6602
75th percentile)

Door-to-needle time in
min, median (25th-75th 73 (52-99) 79 (58-101)
percentile)

Arrive by 2 h, treat with .
intravenous tPA by 3 h 32 (78.1) 189 (79.1) 0.8814

Complications of thrombolytic therapy*

Symptomatic ICH 3(4.9) 9(3.2) 0.4502
Life-threatening systemic
compllcatlon

Any serious complication 17 (6.0)

IA indicates intra-arterial; ICH, intracerebral hemorrhage; SCD, sickle cell
disease; and tPA, tissue-type plasminogen activator.
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No difference in complications 
Complications don’t include morbidity or hospital LOS or representation 
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Ask audience how they handle cases
Show of hands


Clinical Course




Call from Blood Bank




From CareEverywhere

e 2016

CLINICAL
INFORMATION

FINAL DIAGNOSIS

HPLC
INTERPRETATION

MICROSCOPIC
DESCRIPTION

33 y.o. female with a reported history of sickle cell disease who presents with
sudden onset of vision loss, who subsequently left hospital AMA.

- Normal HPLC
- Normochromic anemia

Hgb A, 2.4% 2.0-2.9%
Hgb F 0% 0-1.1%
Hgb A 97.6% (96 - 97.9%)

- RBCs show a degree of anisocytosis, with hypochromic and normochromic
forms. No sickle cells are noted.

- WBCs appear normal.

- Platelets appear normal and are present in normal numbers.




From CareEverywhere

Component Name Value Ref Range
e 2017 RBC Count 3.0 (L) 3.80 - 5.10 M/uL
Hemoglobin 9.0 (L) 11.7 - 15.5 g/dL
Hematocrit 26.5 (L) 35.0 - 45.0 %
MCV 88.1 80.0 - 100.0 fL
MCH 27.0 - 33.0 pg
RDW : 11.0 - 15.0 %
Hemoglobin Al : GREATER THAN 96.0 %
Fetal Hemoglobin : LESS THAN 2.0 %
Hemoglobin : 1.8-3.5%
A2,Quant

Interpretation SEE NOTE
Comment:
Note
Normal phenotype.
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Opto-kinetic drum


Remaining questions
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Poll audience on sickledex use


Remaining questions




Questions

Thanks to Dr. Suchi Pandey & Dr. David Unold
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