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UP FRONT

PI and Its Associated
Problematic Issues
TODAY, MORE THAN 150 different types of primary immunodeficiencies (PIs) have
been identified, affecting approximately one in 1,200 people in the U.S.1 The first PI to
be discovered, agammaglobulinemia, accounts for approximately half of all cases, 85
percent of which are the X-linked type (XLA). Usually referred to as an early-onset PI,
meaning it begins during childhood (common variable immunodeficiency, the other most
common PI, is typically referred to as late-onset), there are increasing reports of adults
diagnosed with XLA. Realizing that a good number of our readers are likely diagnosed with
agammaglobulinemia, we asked Dr. Bob Geng, an immunologist and frequent contributor
to IG Living on immune disease-related matters, to explain in his article “Understanding
Agammaglobulinemia” the hallmark symptoms of the different types of agammaglobulinemia,
most notably XLA, its methods of diagnosis and treatment protocols.
As patients with agammaglobulinemia and other types of PI well know, many problematic
issues associated with these diseases are a constant hindrance to living as well as possible.
Access to medication could, presumably, be considered the most concerning of all issues
because without it, patients would fail to survive. Yet, the brand of medication can be just as
important as the type of medication itself. It’s not uncommon to hear of a medication brand
switch at the hand of an insurance and/or pharmacy directive due to a drug’s high cost. Is it
legal? It depends on the state in which a patient lives. While no state mandates therapeutic
substitution, it may be allowed. For instance, in Illinois, therapeutic substitution is allowed
only in hospitals, where doctors control the process. A drug can also be substituted because the
one prescribed isn’t covered by insurance. But, patients do have rights. In her article “Patient
Rights and Medication Changes,” IG Living’s patient advocate, Abbie Cornett, looks at the
reasons medications may be switched and the risks involved in substitution therapy, especially
for chronically ill PI patients. She also outlines how patients can help to prevent medication
brand changes. Following her suggested steps puts patients more in control of their healthcare.
Anxiety and depression, which frequently accompany chronic illness, may take a back burner to
medication issues, but they are equally distressing. There is, however, one way of dealing with these
emotions beyond traditional therapy. Known as therapeutic writing or journal therapy, patients
are finding that writing down their thoughts and emotions on a regular basis can help them to
better deal with what is happening to them. Our article “The Healing Properties of Therapeutic
Writing” explores how therapeutic writing works, both in therapy and as a self-help tool.
Highlighted are some experiences from chronically ill patients who describe it as “life-changing.”
Lastly, autoimmune diseases that often accompany a PI diagnosis can be a harbinger of a
patient’s myriad physiological side effects. But, paying attention to the role of nutrition can
help manage inflammation and optimize the immune health benefits of foods. Registered
dietitian Mindy Hermann explains in her article “The Role of Nutrition in Treating
Autoimmune Disease,” there is no one solution, only an individualized approach.
As always, I hope you gain insight from the information presented and enjoy this edition of IG Living.

Ronale Tucker Rhodes, MS
1. Prevalence of PI. Accessed at www.gammagard.com/primary-immunodeficiency/hcp/primary-immunodeficiency/prevalence.html.
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ABBIE’S CORNER

The Impact of the 21st Century
Cures Act on IG Therapy
WINSTON CHURCHILL once said,
“Those who fail to learn from history are
doomed to repeat it.” This axiom has
never been more spot-on as it relates to
public policy regarding healthcare. During
every election cycle, at both the federal
and state level, legislation is introduced
with the intent to either fix or improve
healthcare. But frequently, what is adopted
neither fixes nor improves it. In fact, it
oftentimes makes situations worse, or it
has unforeseen consequences that negatively affect patients’ access to care.

funding research to find cures for rare and
chronic diseases, reducing regulations on
access to medical research and speeding
up testing of new drugs, it also contains
two sections that negatively impact
Medicare patients who are treated with
IG therapy in the home setting.
Similar to what happened to IVIG
under the 2003 Medicare Modernization
Act, one section of the new act modifies
reimbursement for drugs covered under
the Medicare durable medical equipment
benefit. Specifically, section 5004 of the

One section of the new act modifies
reimbursement for drugs covered under the
Medicare durable medical equipment benefit.
A good example of this occurred in
2003, when the Medicare Modernization
Act altered the basis for Part B drug reimbursement from average wholesale price
(AWP) to average sales price (ASP), making it difficult for physicians to recover
the costs of prescribing intravenous
immune globulin (IVIG) therapy. As a
result, patients were hard-pressed to find
a physician who could afford to treat
them with IVIG, forcing them to either
forgo treatment or seek it in a more costly
hospital setting.
Unfortunately, policymakers failed to
learn from this mistake, and in December
passed the 21st Century Cures Act, which
went into effect on Jan. 1. While the act
has many positive provisions such as
6
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act changes reimbursement for IG infused
in the home from 95 percent of the first
published AWP to the average ASP plus 6
percent, less a 2 percent reduction of
payment due to the federal sequestration
required under the Budget Control Act of
2011. As legislated, applying sequestration of 2 percent to 80 percent of
Medicare payment portions changes the
actual reimbursement to ASP plus 4.3
percent. As a result, the cost to purchase
an IG product exceeds reimbursement for
many specialty pharmacies.
A second provision in the act will rectify
the reimbursement problem with some
changes, but it is not scheduled to go into
effect until Jan. 1, 2021. Section 5012
allows the Centers for Medicare and

By Abbie Cornett

Medicaid to reimburse “qualified home
infusion therapy suppliers” for providing
infusion therapy services at home to beneficiaries covered under Medicare Parts B
and D. This provision will come with a
broad list of new requirements and
standards for suppliers of home infusion,
and it will require Medicare to reimburse
home infusion therapy suppliers based on
a single, all-inclusive payment. But, the
effective date leaves a four-year gap in
adequate reimbursement.
Because of this, many primary immunodeficiency patients covered by Medicare
may have difficulty receiving IG treatment until the second provision goes into
effect. These patients may be required to
switch to a different product or switch
specialty pharmacies.
In response to the negative impact to
patients, key stakeholders have formed
coalitions in an effort to delay implementation of these provisions and to further
explore possible legislative remedies.
Regrettably for Medicare Part B patients,
there is no quick easy fix. In the meantime,
patients and patient support groups need
to work together to show legislators how
these changes negatively affect their access
to care. To achieve the most effective outcome, it will be important moving forward
for stakeholders to have one voice.
As the patient advocate for IG Living, I
will closely follow what actions are being
taken and keep you updated. If you have
any questions about how the 21st
Century Cures Act specifically impacts
you, please feel free to contact me.
ABBIE CORNETT is the patient advocate for
IG Living magazine. She can be reached at patient
advocate@igliving.com or (800) 843-7477 x1366.

Help IG Living Magazine Go Green

Here’s how you can help: If you can forgo receiving a hard copy of the magazine and

utilize the digital version instead, go to www.IGLiving.com to select the Go Green tab to
sign up for the electronic version and opt out of the print version.
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ASK THE EXPERTS

Abbie

»

According to immunologist
Terry Harville, MD, there are no concerns
with the use of IVIG for any specific condition
while trying to get pregnant or during pregnancy. Upon further research, I found IVIG
is actually recommended during pregnancy
for patients with immune deficiencies and
other conditions. And, it is often administered
after delivery to deter relapse events that
may occur postpartum.

Question »

Is IVIG safe to use
therapy for dermatomyositis durin as replacement
g pregnancy ?

Question»

Should a PVB19 infection be
treated with IVIG ?

Abbie

» I spoke with immunologist Roger Kobayashi, MD,

who says the insurance company should pay for your IVIG
because it is the standard treatment for a severe PVB19 infection.
PVB19 is one of the known causes of viral myocarditis.
While a Cochran Analysis (an independent nonprofit, nongovernmental group formed to organize medical research to facilitate the choices health professionals, patients, policymakers and
others face in health interventions) suggested IVIG should not be
routinely used for viral myocarditis, it did not specify which viral
infections; many viruses (e.g., varicella and measles) are not
treatable with IVIG once established. However, IVIG is the only
treatment that can rid the body of a PBV19 infection. It is
important to note, though, that the standard dose of IVIG will
not clear a PVB19 in immunodeficient, cancer or autoimmune
disease patients who are prone to severe PVB 19 infections; only
high-dose IVIG will work.
More information regarding IVIG treatment for PVB19 can be found at jid.oxfordjournals.org/content/178/2/318.abstract.

Abbie » I spoke with immunologist Terry Harville, MD, who stated
there are few studies dealing with nutrition and CVID, so most articles
provide expert opinion and conjecture. According to Dr. Harville, a healthy
diet that includes little to no red meat, few processed meats and fresh-cooked
vegetables is recommended for people with immune deficiencies. Milk,
whether whole, skim or low-fat, does not really matter, but it should be
consumed in moderation. Some people are concerned about live organisms
found in food and yogurt, but these concerns are based on incorrect information. Most CVID patients do better taking a probiotic or a yogurt-type
dietary supplement (e.g., kefir).
Dr. Harville’s recommendation is for patients to eat an overall healthy
diet, and avoid red meat and foods that are known to potentially create
health problems (e.g., raw seafood and undercooked meats).

»

Have a question? Email us at editor@IGLiving.com.
Your information will remain confidential unless permission is given.
8
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Question »

CVID patients?

What is a good diet for

ABBIE CORNETT is the patient advocate for IG Living magazine.

IMMUNOLOGY 101

DiGeorge Syndrome Development:
“The Timing Is Off,” Part 8 (Interim Summary)
By Terry O. Harville, MD, PhD
IN PREVIOUS issues, we have discussed the improper timing
and sequence of the formation of anatomic structures that result
in DiGeorge syndrome (DGS) and partial DGS (PDGS) features.
In summary, DGS is sometimes referred to as “complete” DGS
when the immune system is severely affected and unlikely to
recover normal function. Most commonly, however, patients
present with PDGS in which immune function is not overly
affected and is expected to become relatively normal over time.
All the features of DGS/PDGS occur as a consequence of
improper timing and sequence during the middle and latter
weeks of the first trimester of embryonic development, or
between four and 12 weeks (and possibly up to 14 weeks for
some issues). The timing may be off for a brief instance anywhere during this time frame, or there may be more prolonged
intervals with timing of events out of synchrony. It is important
to note that the mother may not even know she is pregnant
when the timing goes awry.
The point in time and length of asynchrony both contribute
to four major characteristics of DGS/PDGS. Disruption of the
correct sequence of the developmental events between the fourth
and eighth weeks when the head of the embryo begins to develop
may result in a triangular-shaped face, wide-spaced eyes, pointed
and notched ears and a small chin, which are known as the “elfin
face” characteristics of DGS/PDGS. An earlier, more-prolonged
disruption may lead to more severe development issues, including
cleft lip and cleft palate. A later, more-minor disruption may
result in barely noticeable changes in the external ears as the only
recognizable feature. And, an even later disruption may not
produce any noticeable facial features.
Also during the early time frame, other midline features of the
body may be affected. The esophagus may not form properly,
resulting in problems with gastroesophageal reflux. Vertebral
bones and ribs may not form correctly, which may lead to
scoliosis in more severe circumstances. The intestines may not
fold correctly, or developing segments of intestines may not join
together correctly, resulting in gastrointestinal problems. The
kidneys may not form correctly, or a single or “horseshoe” kidney
may be all that develops.
Unfortunately, the brain may also suffer from the lack of normal
development. The corpus callosum (nerves connecting between
the brain halves) may not form. And, some of the lobes of the

brain may not fully develop. As a consequence, approximately
50 percent of children with DGS/PDGS may have some extent
of neurodevelopmental delay, which can result in learning
problems. This is one major reason early intervention is needed
— to mitigate these issues as much as possible.
The heart and major blood vessels also begin developing
during the early time period. The specific timing and length of
any disruption can result in a variety of cardiac malformations.
Indeed, cardiac malformations are a second of the major
characteristics of DGS/PDGS, and they can be very mild or
absent to very severe. It is important to recognize that the
severity of cardiac disease does not correlate with the severity
of immune dysfunction.

The point in time and
length of asynchrony both
contribute to four major
characteristics of DGS/PDGS.
A third major feature of DGS/PDGS is hypocalcemia, which
occurs due to improper parathyroid gland development. Issues
with the parathyroid glands may arise between the fourth week
and 12th week of gestation, and may parallel issues with the
thymus development, since both develop together. A moreprolonged disruption of timing will likely result in more
parathyroid dysfunction, as well as thymus dysfunction.
A fourth major feature of DGS/PDGS is the decreased to
absent formation of T lymphocytes required by the thymus for
normal development. This results in immunodeficiency, which
we will be discussing extensively in future issues.
TERRY O. HARVILLE, MD, PhD, is medical director of the Special
Immunology Laboratory at the University of Arkansas for Medical Sciences and a
consultant for immunodeficiencies, autoimmunities and transplantation.
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IN THE NEWS

Medicines

Kedrion Terminates Sale of Bivigam IVIG for 2017
As of March 1, Bivigam (10% intravenous immune globulin [human]) is no
longer for sale in the U.S. According to a
press release by Kedrion Biopharma,
distributor of Bivigam, “Due to unexpected difficulties in the manufacture
of Bivigam encountered by Biotest
Pharmaceuticals Corp., the agreement
for distribution rights of Bivigam in the
United States between Biotest and

Kedrion Biopharma has been terminated.
Biotest, the manufacturer of Bivigam, is
unable to sustain a supply of Bivigam
given issues affecting the company’s
manufacturing operations in Boca
Raton. Termination of the contract
means that Bivigam will no longer be
available for sale or distribution for at
least the remainder of 2017.”
In January 2016, Kedrion Biopharma

gained exclusive distribution rights to
Bivigam in the U.S. with Biotest
Pharmaceuticals Corp. Biotest holds the
biologics license application for Bivigam.
Questions related to Bivigam can be
directed to the Bivigam customer
support center at (800) 458-4244.
Bivigam Will No Longer Be Available for Sale or Distribution in 2017. Kedrion
Biopharma press release, Jan. 23, 2017. Accessed at www.kedrion.us/bivigam®will-no-longer-be-available-sale-or-distribution-2017.

Research

Infusion of BPX-501 T Cells Renders Haplo-HSCT
a First-Line Option for Children with PI
Results from a Phase I/II study indicate
that haploidentical hematopoietic stem
cell transplantation (haplo-HSCT), after
depletion of α/β T cells and B cells
followed by adoptive infusion of donor
BPX-501 cells, is an effective alternative
for children with primary immunodeficiency disease (PI) in need of an urgent
allograft or lacking a suitable human
leukocyte antigen (HLA)-matched donor.
While haplo-HSCT after depletion of
α/β T cells/CD19 B cells previously had
high success rates, many patients had a
delay in recovery of adaptive immunity,
sometimes resulting in life-threatening or
even fatal events. BPX-501 cells expand
in vivo and persist over time, helping to
hasten the recovery of adaptive T-cell
immunity and to clear infections.
In the multicenter, prospective trial,
20 children with PIs were enrolled. All
patients were transplanted after depletion
of α/β T cells and CD19 B cells,
employed to prevent graft-versus-host
disease (GvHD) and post-transplant
lymphoproliferative disorders. No patient
was given any post-transplantation
GvHD prophylaxis. Four patients were
10
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enrolled in the Phase I portion of the
trial, which consisted of a classical 3+3
design with three cohorts, with escalating
doses of BPX-501 cells of 2.5x105 (one
patient) 5x105 (no patients) and 1x106
cells/kg (three patients), respectively. The
remaining 16 patients were treated in the
Phase II portion, all of whom received

the highest dose identified during the
Phase I portion (1x106 cells/kg). All
patients were engrafted, and no secondary
graft failure was recorded. The median
time to neutrophil and platelet recovery
was 16 (range 11-35) and 10 days (range
7-14), respectively. BPX-501 cells were
infused at a median time of 15 days
(range 13-56) after the allograft. Five
children experienced Grade 1 (three
patients) or Grade II (two patients) acute
GvHD, which resolved with either topical
or systemic steroids in three patients. The
other two cases resolved after the infusion of Rimiducid, which activated the
iC9 suicide gene. Two of the patients at
risk developed mild (skin-only) chronic
GvHD. The median time to discharge
was 36 days, with eight patients experiencing one episode of rehospitalization
after initial discharge. After a median
follow-up of 10 months, all patients are
alive and disease-free.
Kapoo, N, Bertaina, A, Merli, P, et al. Outcome of Children with Primary
Immune-Deficiencies (PIDs) Enrolled in a Phase I-II Trial Based on the
Infusion of BPX-501 Donor T Cells Genetically Modified with a Novel
Suicide Gene (inducible Caspase 9, iC9) after T-Cell Depleted HLAHaploidentical Allogeneic Stem Cell Transplantation (haplo-HSCT).
Blood, 2016, 182:72. Accessed at www.bloodjournal.org/content/128/22/72?
sso-checked=true.

IN THE NEWS

Reimbursement

Octapharma Launches Co-Pay Assistance Program for Octagam

In January, Octapharma USA announced
a new financial support program for
primary immunodeficiency (PI) patients
who are currently treated with or have a
prescription to begin therapy with
Octagam 5% (immune globulin intra-

venous [human] liquid preparation), as
well as for patients age 18 and older with
chronic immune thrombocytopenic
purpura who are treated with or have a
prescription to begin therapy with
Octagam 10% (immune globulin intravenous [human] liquid preparation). The
new program offers eligible patients a
maximum of $5,000 in assistance each
calendar year for co-pay, co-insurance
and deductible expenses associated with
their treatment without regard for their
ability to pay. Patients must have thirdparty commercial insurance to participate in the program.
“We realize that patient out-of-pocket
expenses associated with healthcare

can sometimes be daunting; therefore,
Octapharma has committed to support a
program specifically designed to supplement these costs,” said Octapharma USA
president Fleming Nielsen. “Octapharma
is focused on creating support programs
that adapt to meet patient needs and
ensure continued access to therapies
recommended by their medical providers.
Coupled with ongoing education programs, these efforts emphasize our strong
belief that patient needs must always
come first.”
Octapharma USA Launches Co-Pay Assistance Program for Patients
Receiving Octagam 5% and Octagam 10%. Octapharma USA press
release, Jan. 26, 2017. Accessed at www.businesswire.com/news/
home/20170126005165/en/Octapharma-USA-Launches-Co-PayAssistance-Program-Patients.

Research

New Genetic Immune Disorder Is Discovered
Researchers at the National Institutes
of Health along with an international
team have identified a genetic immune
disorder characterized by increased susceptibility and poor immune control of
Epstein-Barr virus (EBV) and, in some
cases, an EBV-associated cancer,
Hodgskin’s lymphoma. The discovery
was made while studying two related sets
of siblings with similar immune problems who had evidence of uncontrolled
infection with EBV that resulted in the
development of Hodgskin’s lymphoma
in three of the children. The siblings also
had other immune systems such as
reduced activity of pathogen-fighting T
cells, low production of antibodies and
poor activation of antibody-producing
B cells. By analyzing the genomes of the
siblings, the researchers found that all
four children had two mutated copies
of the CD70 gene, a protein found on

the surface of several types of immune
cells, rendering them nonfunctioning
or nonexistent.
All four parents, who had healthy
immune systems, had only one copy of
the mutation, indicating that CD70 deficiency follows an autosomal recessive
pattern of inheritance, which means
affected individuals receive a flawed gene
from each parent in order to have symptoms. Currently, no specific treatment
for CD70 deficiency exists, but the children have recovered from Hodgkin’s
lymphoma and are receiving immune
globulin infusions to help bolster the
immune system.
Previous studies have shown the CD70
protein interacts with the CD27 immune
cell protein that may be important for
proper function of lymphocytes, which
is confirmed by this new finding.
Because experimental medications being

tested to combat autoimmune diseases
decrease the activity of CD70 or CD27,
the findings indicate researchers should
be aware of the possible risk of EBVrelated complications.
Research Aids Discovery of Genetic Immune Disorder. Tasnim News
Agency, Dec. 26, 2016. Accessed at www.tasnimnews.com/en/
news/2016/12/26/1278321/research-aids-discovery-of-geneticimmune-disorder.
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Protect Yourself From
a Lapse in Coverage
CSL Behring Assurance

SM

CSL Behring Assurance is designed to help
ensure that people who rely on CSL Behring
Ig therapies can continue to receive treatment
even if they experience a lapse in third-party,
private health insurance.
•	Earn CSL Behring Assurance points for every month of
continuous Ig product use
•	Points are redeemable for Ig therapy in the event you
lose insurance coverage

“No one wants to think they will lose their
insurance—even briefly—but when you’re
dealing with a chronic disorder you always
have to be prepared for the unexpected.”
—L
 ori K.
Parent

•	Enroll as soon as possible because points are issued
from the date that enrollment eligibility is approved

1-877-355-4447
Monday – Friday
8 AM to 8 PM ET

CSL Behring AssuranceSM is a service mark of CSL Behring LLC.
Biotherapies for Life® is a registered trademark of CSL Behring LLC.
©2016 CSL Behring LLC
1020 First Avenue, PO Box 61501, King of Prussia, PA 19406-0901 USA
www.CSLBehring-us.com   HIZ16-04-0017 5/2016

A Gap in Your Insurance
Coverage Shouldn’t Mean
a Gap in Treatment

Zero Cost. Zero Worries.
How to enroll:
• Call the toll-free IgIQ Hotline at

1-877-355-4447

Earning and redeeming points is easy.
• Earn a point for every consecutive month of CSL Behring product use
• Redeem 3 points for a one-month supply of your CSL Behring product*
• S
 hould you suffer a lapse in your insurance, simply contact a IgIQ Care
Coordinator and we will take care of the rest

“At the Immune Deficiency Foundation, we often talk to patients who lose their insurance
coverage and we see firsthand how stressful this situation can be. This program not
only helps people continue their life-saving treatments but also provides security for the
future. It is a valuable option for our patient community.”

—Marcia Boyle
President and Founder, Immune Deficiency Foundation

*Certain limitations apply—see program Terms and Conditions at www.cslbehringassurance.com.

CSL Behring AssuranceSM is a service mark of CSL Behring LLC.
Biotherapies for Life® is a registered trademark of CSL Behring LLC.
©2016 CSL Behring LLC
1020 First Avenue, PO Box 61501, King of Prussia, PA 19406-0901 USA
www.CSLBehring-us.com   HIZ16-04-0017 5/2016

IN THE NEWS

AutoimmuneCorner
Medicines

FDA Approves Stelara to Treat Crohn’s Disease
Johnson & Johnson’s Stelara has been
approved by the U.S. Food and Drug
Administration (FDA) to treat Crohn’s
disease in adults. FDA approval of the
drug to treat Crohn’s disease was based
on late-stage clinical trial data that
showed Stelara induced remissions in
moderate-to-severe Crohn’s disease
patients who had previously failed to
benefit from TNF inhibitors, a leading

class of medicines for the inflammatory
bowel disease. Stelara, which blocks two
inflammation-causing proteins IL-12
and IL-23, was previously approved in
the U.S. to treat scaly plaque psoriasis
and a type of arthritis associated with
psoriasis.
FDA Approves J&J’s Autoimmune Drug Stelara for Crohn’s Disease. Fox
News, Sept. 26, 2016. Accessed at www.foxnews.com/health/
2016/09/26/fda-approves-j-js-autoimmune-drug-stelara-for-crohnsdisease.html.

Research

Adjunctive Corticosteroid Therapy Beneficial for KD Patients
A recent study that compared corticosteroids plus intravenous immune globulin
(IVIG) therapy with IVIG therapy alone
highlights the importance of timing to
prevent coronary artery complication in
treating high-risk Kawasaki disease (KD)
patients. The meta-analysis reviewed 16
comparative studies involving 2,746
patients treated with either corticosteroids as initial therapy or as rescue
therapy. Researchers found that the
duration of illness before corticosteroids

therapy was significantly shorter in the
initial corticosteroids subset than in the
rescue corticosteroids subset. And, the
rate of coronary artery abnormalities was
significantly lower in adjunctive corticosteroids therapy than in IVIG therapy
alone. Subgroup analysis, including
studies using corticosteroids plus IVIG
as initial therapy, showed a more advantageous effect than IVIG alone regarding
coronary artery abnormality prevention,
whereas this benefit was not found in a

subgroup of studies using corticosteroids as rescue therapy. Further
analysis found that patients predicted at
baseline to be at high risk of IVIG
resistance seemed to obtain the greatest
benefit from adjunctive corticosteroid
therapy regarding coronary artery
abnormality prevention.
Chen, S, Dong, Y, Galindo Kiuchi, M, et al. Coronary Artery
Complication in Kawasaki Disease and the Importance of Early
Intervention: A Systematic Review and Meta-Analysis. JAMA
Pediatrics, published online Oct. 17, 2016. Accessed at
www.ncbi.nlm.nih.gov/pubmed/27749951.

Medicines

FDA Approves Tests for Autoimmune Thyroid Disease
The U.S. Food and Drug Administration has given 510(k) clearance for
Thermo Fisher Scientific’s new EliA IgG
tests for detecting anti-thyroglobulin
(anti-TG) and anti-thyroid peroxidase
(anti-TPO) autoantibodies in serum or
plasma. EliA anti-TG and anti-TPO
quantitatively measure a patient’s
autoantibodies to thyroglobulin or
thyroid peroxidase, which provides
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information to help clinicians develop
comprehensive disease management
plans for patients with autoimmune
thyroid disease such as Graves’ disease
and Hashimoto’s thyroiditis. The new
CLIA-moderate lab tests, performed on
the fully automated Phadia 250/2500/5000
Laboratory Systems, are designed to
provide higher sensitivity and wider
measuring ranges to labs and clinicians.

Formerly, they were offered on the
ImmunoCAP technology platform. v
Thermo Fisher Scientific Receives FDA Clearance for EliA Anti-Thyroglobulin and
Anti-Thyroid Peroxidase Tests for Autoimmune Thyroid Disease. BusinessWire,
May 16, 2016. Accessed at www.businesswire.com/news/ home/20160516005122/
en/Thermo-Fisher-Scientific-Receives-FDA-Clearance-EliA.

IN THE NEWS

Research

GigaGen Receives Patent and Grant to Develop a Recombinant IVIG
The U.S. Patent and Trademark
Office has issued a patent to
GigaGen Inc. that covers protein
expression methods for the production of polyclonal antibodies
from natural immune repertoires.
GigaGen’s exclusive rights to the patented
technology is being used to develop
recombinant intravenous immune
globulin (rIVIG), an alternative to
conventional plasma-based IVIG used
to treat primary immunodeficiencies and
other autoimmune and infectious diseases. “We are pleased that our inventions for drug discovery methods have
been recognized with the issuance of this
key intellectual property,” said Dave

Johnson, PhD, inventor of the technology
and CEO of GigaGen. “This patent is a
key foothold in our patent portfolio for
the development of recombinant IVIG,
the first recombinant polyclonal antibody therapeutic.”
Subsequent to the patent, the National
Institutes of Health (NIH) awarded
GigaGen a $1.5 million Phase II grant
to support the development of its
rIVIG. “We are pleased that the NIH
has recognized the power of our drug

discovery technology to create
new recombinant drugs that
previously have only been
available by harvesting plasma
from humans,” added Johnson.
“Recombinant IVIG hyperimmunes
hold great potential for improving the
quality of life for not only PI patients,
but also other types of immunocompromised patients such as transplants, and
ultimately can be used to combat
emerging pathogens such as Zika.”
GigaGen Announces Issue of U.S. Patent for Polyclonal Antibody
Production. GigaGen press release, Sept. 14, 2016. Accessed at
www.prweb.com/releases/2016/09/prweb13670121.htm.
GigaGen Announces $1.5M NIH Grant Award for Development of
Recombinant Intravenous Immunoglobulin. GigaGen press release, Sept.
20, 2016. Accessed at www.gigagen.com/gigagen-announces-1-5m-nihgrant-award-development-recombinant-intravenous-immunoglobulin.
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CLINICAL BRIEF

Treating Paraneoplastic Neurologic Syndromes
By Michelle Greer, RN
BATTLING CANCER IS hard,
especially when a number of neurological
disorders, called paraneoplastic syndromes,
may complicate the disease. Paraneoplastic
syndromes (PNS) represent a rare group of
disorders in which the immune system
mistakenly reacts against healthy cells in
an attempt to suppress the cancer. They
can present when the cancer is active, in
remission or even before it is discovered.
Immune-mediated disorders caused by the
same antibodies as paraneoplastic syndromes
occur even when cancer is not present.
There are several paraneoplastic syndromes with varied clinical presentations
that may affect a variety of systems,
including kidneys, blood, skin and the
gastrointestinal tract, to name a few.
Paraneoplastic neurological syndromes
occur when antineuronal antibodies
attack neurons or muscles. When one of
these conditions is suspected, clinicians
will usually order a number of scans and
tests to look for an underlying malignancy.
They will also look for a specific
autoantibody in blood or spinal fluid to
help confirm the diagnosis.
Many factors need to be considered
when treating a paraneoplastic syndrome.
When cancer is discovered, the primary
treatment plan will include cancer care
and removal of the tumor, when possible.
As in many other immune-mediated
conditions, immunosuppressants, plasmapheresis and intravenous immune globulin
(IVIG) may aid in therapy. The goal is to
suppress the immune response, which
will stop the production of the antibodies
causing the problem.

Myasthenia Gravis (MG)
MG is a condition in which an antibody interferes with the function of
14

IG Living

|

April-May 2017

|

IGLiving.com

acetylcholine receptors on muscle. These
receptors bind transmitters released by
nerves, and signal the muscle to contract.
When the receptors are blocked, the
muscles become weak. While MG is
usually an autoimmune disorder, in
about 10 percent of cases, it is a paraneoplastic syndrome that is caused by a
tumor in the thymus gland. Symptoms
range from mild weakness, drooping
eyelids or double vision to severe presentations manifested by difficulty swallowing
or breathing. Studies show that IVIG is
useful in treating acute attacks of MG.
However, there is only circumstantial
evidence that IVIG can be used as a
maintenance therapy, even though it is
often utilized in practice for maintenance
when other therapies fail.

Lambert-Eaton Myasthenic
Syndrome (LEMS)
LEMS is caused by an autoantibody
that binds to specialized ion channels
located on the end of nerves near the
junction with muscle. These ion channels
are necessary to release acetylcholine
from nerves. As a result, patients with

LEMS present with weakness and loss of
reflexes. LEMS is superficially similar to
MG, although subtle differences in clinical
presentation can usually be deciphered by
neuromuscular experts. About 40 percent
of patients with LEMS have a paraneoplastic syndrome, usually caused by
small-cell lung cancer, while in the
remainder of patients, LEMS is a primary
autoimmune disease. As a result, patients
with LEMS must undergo a detailed
workup to exclude cancer at the time of
diagnosis. There is no literature supporting any particular therapy for LEMS
since it is a rare disease. However, IVIG
is often used to treat LEMS as first-line
therapy or after other immune treatments
such as prednisone have failed.

Cerebellar Degeneration
Cerebellar degeneration can be seen in
various types of cancer, including ovarian,
breast and lung cancers, as well as blood
malignancies such as Hodgkin’s lymphoma. The more common antibodies
found in cerebellar degeneration are
called anti-Hu and anti-Yo, which affect
the nerve cells. The cerebellum is located
in the back of the brain and is responsible
for balance and fine movement. As a
result, the presenting symptoms include
loss of balance with gait and walking,
incoordination, drunken speech and loss
of swallowing. The condition is also
well-documented in LEMS. A number
of case studies suggest IVIG is useful as
a treatment.

Limbic Encephalitis
Limbic encephalitis occurs when
autoantibodies attack the limbic system,
which is the part of the brain that controls behavior and emotion and some

CLINICAL BRIEF

types of memory. The most common
antibody found is anti-Ma2, and it can
be seen most often in small-cell lung
cancer or testicular cancer. The main
symptoms are seizures, changes in
personality, memory loss and depression.
Symptoms tend to begin rather quickly,
and the condition can be confused with
other types of dementia since memory
and personality change are key features.
The condition is also well-documented
in LEMS. Case studies suggest IVIG can
help to treat limbic encephalitis.

Anti-NMDA Receptor Disease
Anti-NMDA receptor disease occurs
when autoantibodies attack NMDA
receptors in the brain, causing encephalitis.
NMDA receptors are proteins that

control electrical impulses in the brain.
When they are impaired, judgment and
memory can be affected. The autonomic
nervous system, which affects breathing
and swallowing, can also be affected.
This syndrome can be associated with
ovarian tumors in women and testicular
tumors in men. Tumor removal is a
crucial part of treatment. IVIG is also a
first-line treatment, along with steroids
and plasmapheresis.

syndromes are also responsible for
immune-mediated disorders. PNS are
typical among middle-aged to older
patients, and they most commonly
present with cancers of the lung, breast,
ovaries or lymphatic system. While a
number of researchers and medical
facilities are investigating treatment
options, IVIG therapy has been shown
to be effective against many types of
PNS.

A Consequence of Cancer

MICHELLE GREER, RN, is senior vice president
of sales for NuFACTOR Specialty Pharmacy.

Although paraneoplastic syndromes
occur as a consequence of cancer, unlike
cancer, they are not caused by the
presence of cancer cells, but by an
immune response against the tumor. The
same antibodies responsible for these

Resources
1. National Organization for Rare Diseases. Paraneoplastic Neurologic
Syndromes: rarediseases.org/rare-diseases/paraneoplastic-neurologicsyndromes
2. International Paraneoplastic Association: www.paraneoplastic.org
3. Voltz, R. Journal of Neurology, (2006) 253(Suppl 5): v33. Accessed at
link.springer.com/article/10.1007%2Fs00415-006-5005-z.
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Therapeutic
Writing

The Healing
Properties of

Can the process of writing about ailments, treatments and
feelings actually help to ease the physical and psychological
symptoms of chronic illness?

By Ronale Tucker Rhodes, MS
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HAVING A RARE chronic illness that will impact the rest of a
person’s life can create feelings ranging from anxiety to depression.
Fortunately, during the 1980s, James Pennebaker, PhD,
discovered a healing solution that may help. Through his
research, he found that writing about life’s stresses helps people
heal both physically and emotionally. A professor in the department
of psychology at the University of Texas at Austin and author of
several books, including Writing to Heal: A Guided Journal for
Recovering from Trauma and Emotional Upheaval, his research
showed that short-term focused writing can have a beneficial
effect on everyone, from those dealing with a terminal illness to
victims of violent crime to college students facing first-year
transitions. “When people are given the opportunity to write
about emotional upheavals, they often experience improved
health,” said Dr. Pennebaker. “They go to the doctor less. They
have changes in immune function.”1
Mary Puglisi, who suffers from chronic headaches, is testament
to the power of therapeutic writing for chronic illness. “It’s therapeutic to me in so many ways,” says Puglisi. “Every once in a while,
I seem to lose my grasp on how to verbalize the thoughts that
are continuously rolling around in my head. Most often, this
phenomenon occurs when I’m having very high pain-level days.
Sometimes, though, it happens when my head is no worse than
normal, but I’ve just become so fed up with living such a limited,
chronic illness-filled life.… Usually, these funks are spelled with
constant ‘why me’s’ and a good deal of blubbering. Instead of
talking these funks out, I used to pout about them; but, now, I
write about them. It’s been what they like to call ‘life-changing.’”2

The Therapeutic Writing Paradigm
Also known as journal therapy or expressive therapy, therapeutic
writing is defined by The Center for Journal Therapy as “the
purposeful and intentional use of reflective writing to further
mental, physical, emotional and spiritual health and wellness. It
offers an effective means of providing focus and clarity to issues,
concerns, conflicts and confusions. In practice, it is the act of
writing down thoughts and feelings to sort through problems
and come to deeper understandings of oneself or the issues in
one’s life.”3

Therapeutic writing is
personal and emotional
and doesn’t pay attention
to form, spelling,
punctuation, etc.
Therapeutic writing differs significantly from merely keeping
a journal. One of the major differences is the way internal
experiences, thoughts and feelings are captured. With therapeutic
writing, individuals write down, dialogue with and analyze their
issues and concerns, allowing them to be reflective, introspective
and intentional about their writing.4
Therapeutic writing is personal and emotional and doesn’t
pay attention to form, spelling, punctuation, etc. “Turn off
your resident Dr. Comma Splice,” says John F. Evans, EdD,
a writer, scholar and workshop facilitator, as well as the
founder and executive director of Wellness and Writing
Connections. “Expressive writing pays more attention to
feelings than the events, objects or people in the contents of
the narrative.… [It is] not so much about what happened as
it is about how you feel about what happened or is happening.” According to Dr. Evans, individuals should explore
their very deepest emotions and thoughts, and they should
give themselves some time after writing to reflect on what
they have written and to be compassionate with themselves.
Then, after completing several days of writing, they should
consider reflecting on what they notice in their life, how they
feel and how they behave (see Guidelines for Expressive
Writing).5
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Listen, PI.
I’ll tell you who’s
in charge.

Treat PI on your own terms with CUVITRU
)RUSHRSOHOLYLQJZLWKSULPDU\LPPXQRGḨFLHQF\ 3, \HDUVRIDJHRUROGHU
CUVITRU™ [Immune Globulin Subcutaneous (Human)] 20% solution gives you and your doctor control
over your treatment—from the number of infusion sites to how much, how fast, and how often you infuse.1

Number of infusion sites

Infusion volume

Infuse using 1 to 4 sites
simultaneously

Infuse up to 60 mL per site,
as tolerated

Infusion rate

Infusion frequency

Infuse at rates up to 60 mL
per hour per site, as tolerated*

Infuse daily up to once every 2 weeks,
at regular intervals

Weekly infusions typically were completed in under an hour† using 1 or 2 sites.1

<RXDQG\RXUGRFWRUZLOOGHWHUPLQHLI&89,758LVULJKWIRU\RX
DQGLIVRZKDWUHJLPHQLVEHVW
†

5HFRPPHQGHGWRLQIXVHͤUVWLQIXVLRQVDWP/SHUKRXUSHUVLWH
0HGLDQKRXUVUDQJHKRXUV

Guess what, PI?
Shire has my back.

We’ve got patients with PI covered
(OLJLEOHSDWLHQWVZLWK3,FDQVDYHXSWR‡
RQWKHLURXWRISRFNHWGHGXFWLEOHFRSD\PHQW
FRLQVXUDQFHFRVWVZLWKLQDPRQWKSHULRGIRU
all Shire Ig products, including CUVITRU [Immune
*OREXOLQ6XEFXWDQHRXV +XPDQ @VROXWLRQ

Making access to treatment personal with

MyIgCoPayCard
Eligible patients with PI can

Save up to $5,000
on their deductible/co-payment/co-insurance costs
within a 12-month period for all Shire Ig products.

For more information on MyIgCoPayCard and other support programs,
visit MyIgSource.com or call 855-250-5111
‡

Not valid for prescriptions reimbursed, in whole or in part, by Medicaid, Medicare, Medigap, VA, DoD, TRICARE or any other
federal or state healthcare programs, including state pharmaceutical assistance programs, and where prohibited by the
health insurance provider or by law. Commercial insurance must cover medication costs for prescribed Shire Immune
*OREXOLQ ,J WUHDWPHQWIRUSULPDU\LPPXQRGHͤFLHQF\ 3, DQGDOORZIRUFRSD\RUFRLQVXUDQFHDVVLVWDQFH6KLUHUHVHUYHV
WKHULJKWWRFKDQJHRUGLVFRQWLQXHWKLVSURJUDPDWDQ\WLPHZLWKRXWQRWLFH3OHDVHVHHIXOOWUHDWPHQWVSHFLͤF7HUPVDQG
Conditions on product web sites for additional program restrictions and eligibility requirements or call MyIgSource for
PRUHLQIRUPDWLRQ  

Please see the Indication and Important Safety Information on the adjacent page, and
the Brief Summary of the FDA-approved patient labeling on the back page of this ad.

CUVITRU [Immune Globulin Subcutaneous (Human)] 20% Solution
Indication and Important Safety Information
What is CUVITRU?
• &89,758LVDUHDG\WRXVHOLTXLGPHGLFLQHWKDW
contains immunoglobulin G (IgG) antibodies, which
protect the body against infection.
• CUVITRU is indicated for the treatment of primary
KXPRUDOLPPXQRGHͤFLHQF\ 3, LQDGXOWDQGSHGLDWULF
patients two years of age and older.
• CUVITRU is made from human plasma that is donated
by healthy people. CUVITRU contains antibodies
collected from these healthy people that replace the
PLVVLQJDQWLERGLHVLQ3,SDWLHQWV
• &89,758LVJLYHQXQGHUWKHVNLQ VXEFXWDQHRXVO\ 
• 0RVWRIWKHWLPHLQIXVLRQVXQGHUWKHVNLQDUHJLYHQ
at home by self infusion or by caregivers. Only use
CUVITRU by yourself after you have been instructed
by your healthcare provider.

Important Safety Information
What is the most important information that I should
know about CUVITRU?
CUVITRU can cause the following serious reactions:
• 6HYHUHDOOHUJLFUHDFWLRQVFDXVLQJGLͦFXOW\LQEUHDWKLQJ
RUVNLQUDVKHV
• 'HFUHDVHGNLGQH\IXQFWLRQRUNLGQH\IDLOXUH
• Blood clots in the heart, brain, lungs, or elsewhere
in the body
• Severe headache, drowsiness, fever, painful
eye movements, or nausea and vomiting
• 'DUNFRORUHGXULQHVZHOOLQJIDWLJXHRUGLͦFXOW\
breathing
Who should not use CUVITRU?
Do not use CUVITRU if you:
• Are allergic to immune globulin or other
blood products.
• Have selective (or severe) immunoglobulin A (IgA)
GHͤFLHQF\ZLWKDQWLERGLHVWR,J$

CUVITRU can cause serious side effects. Call your
healthcare professional or go to the emergency
department right away if you get:
• Hives, swelling in the mouth or throat, itching, trouble
breathing, wheezing, fainting or dizziness. These could
be signs of a serious allergic reaction.
• %DGKHDGDFKHZLWKQDXVHDYRPLWLQJVWLIIQHFN
fever, and sensitivity to light. These could be signs of
irritation of the lining around your brain.
• Reduced urination, sudden weight gain, or swelling in
\RXUOHJV7KHVHFRXOGEHVLJQVRIDNLGQH\SUREOHP
• 3DLQVZHOOLQJZDUPWKUHGQHVVRUDOXPSLQ\RXU
legs or arms. These could be signs of a blood clot.
• %URZQRUUHGXULQHIDVWKHDUWUDWH\HOORZVNLQRUH\HV
These could be signs of a liver or blood problem.
• Chest pain or trouble breathing, or blue lips or
extremities. These could be signs of a serious heart
or lung problem.
• )HYHURYHU|)7KLVFRXOGEHVLJQRIDQLQIHFWLRQ
What are the possible or reasonably likely side effects of
CUVITRU?
The following one or more possible side effects may
occur at the site of infusion: mild or moderate pain,
redness, and itching. These generally go away within a
IHZKRXUVDQGDUHOHVVOLNHO\DIWHUWKHͤUVWIHZLQIXVLRQV
The most common side effects that may occur are:
headache, nausea, fatigue, diarrhea, and vomiting.
These are not all the possible side effects. Talk to your
healthcare professional about any side effects that
bother you or that don’t go away.
You are encouraged to report suspected side effects by
contacting FDA at 1-800-FDA-1088 or www.fda.gov/
medwatch or Shire at 1-800-999-1785.
7KHULVNLQIRUPDWLRQSURYLGHGKHUHLVQRWFRPSUHKHQVLYH
7ROHDUQPRUHWDONDERXW&89,758ZLWK\RXUKHDOWKFDUH
provider or pharmacist. The Brief Summary of the
)'$DSSURYHGSDWLHQWODEHOLQJFDQEHIRXQGRQWKH
reverse side.

References: 1.&89,758>3UHVFULELQJ,QIRUPDWLRQ@:HVWODNH9LOODJH&$%D[DOWD86,QF2. Suez D, Stein M, Gupta S,
HWDO(ͦFDF\VDIHW\DQGSKDUPDFRNLQHWLFVRIDQRYHOKXPDQLPPXQHJOREXOLQVXEFXWDQHRXVLQSDWLHQWVZLWK
SULPDU\LPPXQRGHͤFLHQF\GLVHDVHVLQ1RUWK$PHULFDJ Clin Immunol  
k6KLUH86,QF/H[LQJWRQ0$$OOULJKWVUHVHUYHG
6+,5(DQGWKH6KLUH/RJRDUHUHJLVWHUHGWUDGHPDUNVRI6KLUH3KDUPDFHXWLFDO+ROGLQJV,UHODQG/LPLWHGRULWVDͦOLDWHV
&89,758LVDWUDGHPDUNRUUHJLVWHUHGWUDGHPDUNRI%D[DOWD,QFRUSRUDWHGDZKROO\RZQHGLQGLUHFWVXEVLGLDU\RI6KLUHSOF
6

You’re not so tough,
PI. I know just what
you’re up to.

%WUVQOK\GYKVJEQPƓFGPEG
Low rate of infusion site reactions even when infused at higher volumes
and rates per site1,2
• 2 out of every 3 people who received CUVITRU had no infusion site reactions
• The most common infusion site reactions are mild or moderate pain, redness, and itching
WKHVHJHQHUDOO\JRDZD\ZLWKLQDIHZKRXUVDQGDUHOHVVOLNHO\DIWHUWKHͤUVWIHZLQIXVLRQV
• The most common side effects that may occur are headache, nausea, fatigue, diarrhea, and vomiting

To learn more about CUVITRU, visit ListenPI.com
CPFVCNMVQ[QWTFQEVQTVQƓPFQWVKH%78+647KUTKIJVHQT[QW
Important Safety Information
CUVITRU can cause blood clots in the heart, brain, lung, and elsewhere in the body. Call your healthcare
professional or go to your emergency department right away if you have pain, swelling, warmth, redness,
a lump in your legs or arms, chest pain, trouble breathing, or blue lips or extremities. These could be
signs of a blood clot.
Do not take CUVITRU if you are allergic to immune globulin or other
EORRGSURGXFWVRUKDYHVHOHFWLYH RUVHYHUH LPPXQRJOREXOLQ$ ,J$ GHͤFLHQF\
with antibodies to IgA.
Please see the Indication and additional Important Safety Information
on the inside of this fold out page, and the Brief Summary of the
FDA-approved patient labeling on the back page of this ad.

IMPORTANT INFORMATION ABOUT
CUVITRU [Immune Globulin Subcutaneous (Human)], 20% Solution
The following summarizes important information about
&89,7583OHDVHUHDGLWFDUHIXOO\EHIRUHXVLQJWKLVPHGLFLQH
7KLVLQIRUPDWLRQGRHVQRWWDNHWKHSODFHRIWDONLQJZLWK
your healthcare provider, and it does not include all of the
important information about CUVITRU. If you have any
TXHVWLRQVDIWHUUHDGLQJWKLVDVN\RXUKHDOWKFDUHSURYLGHU

What are the possible or reasonably likely side effects
of CUVITRU?

What is CUVITRU?

The most common side effects with CUVITRU are: headache,
nausea, fatigue, diarrhea, and vomiting.

̽&89,758LVDUHDG\WRXVHOLTXLGPHGLFLQHWKDWFRQWDLQV
immunoglobulin G (IgG) antibodies, which protect the
body against infection. CUVITRU is used to treat adult and
pediatric patients two years of age and older with primary
LPPXQRGHͤFLHQF\GLVHDVHV 3, 
̽7KHUHDUHPDQ\IRUPVRI3,7KHPRVWFRPPRQW\SHVRI3,
UHVXOWLQDQLQDELOLW\WRPDNHDYHU\LPSRUWDQWW\SHRISURWHLQ
FDOOHGDQWLERGLHVZKLFKKHOSWKHERG\ͤJKWRIILQIHFWLRQV
from bacteria or viruses. CUVITRU is made from human
plasma that is donated by healthy people. CUVITRU contains
antibodies collected from these healthy people that replace
WKHPLVVLQJDQWLERGLHVLQ3,SDWLHQWV
What is the most important information I need to know
about CUVITRU?

The following one or more possible reactions may occur
at the site of infusion: mild or moderate pain, redness, and
itching. These generally go away within a few hours, and
DUHOHVVOLNHO\DIWHUWKHͤUVWIHZLQIXVLRQV

If any of the following problems occur after starting treatment
with CUVITRU, stop the infusion immediately and contact
your healthcare provider or call emergency services. These
could be signs of a serious problem.
• Hives, swelling in the mouth or throat, itching, trouble
breathing, wheezing, fainting or dizziness. These could
be signs of a serious allergic reaction.
̽%DGKHDGDFKHZLWKQDXVHDYRPLWLQJVWLIIQHFNIHYHUDQG
sensitivity to light. These could be signs of irritation of the
lining around your brain.
• Reduced urination, sudden weight gain, or swelling in your
OHJV7KHVHFRXOGEHVLJQVRIDNLGQH\SUREOHP

CUVITRU can cause the following serious reactions:

̽3DLQVZHOOLQJZDUPWKUHGQHVVRUDOXPSLQ\RXUOHJVRU
arms. These could be signs of a blood clot.

̽6HYHUHDOOHUJLFUHDFWLRQVFDXVLQJGLͦFXOW\LQEUHDWKLQJ
RUVNLQUDVKHV

̽%URZQRUUHGXULQHIDVWKHDUWUDWH\HOORZVNLQRUH\HV
These could be signs of a liver problem or a blood problem.

̽'HFUHDVHGNLGQH\IXQFWLRQRUNLGQH\IDLOXUH

• Chest pain or trouble breathing, or blue lips or extremities.
These could be signs of a serious heart or lung problem.

• Blood clots in the heart, brain, lungs, or elsewhere
in the body
• Severe headache, drowsiness, fever, painful eye movements,
or nausea and vomiting
̽'DUNFRORUHGXULQHVZHOOLQJIDWLJXHRUGLͦFXOW\EUHDWKLQJ
Who should not use CUVITRU?
̽'RQRWXVH&89,758LI\RXKDYHDNQRZQKLVWRU\RIDVHYHUH
allergic reaction to immune globulin or other blood products.
If you have such a history, discuss this with your healthcare
provider to determine if CUVITRU can be given to you. Tell
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Studies Support the Health Benefits
For those who are ill, therapeutic writing can be beneficial in a
number of ways. It helps people feel they are taking control of the
powerlessness that illness often causes. It also helps them to clarify
the practical questions to ask doctors that they really want answered.
And, most importantly, listing practical questions raises the more
difficult, existential ones such as what’s important in life.6

Numerous studies
have supported the
health benefits of
therapeutic writing.
Therapeutic writing also offers an alternative to support groups,
psychotherapy or antidepressant drugs that help individuals cope
with fears and challenges that illness brings. It allows patients to
better understand what may be bothering them or triggering stress.7
In fact, numerous studies have supported the health benefits
of therapeutic writing. In one study, researchers tracking the
effects of journal therapy in patients with breast cancer found
that standard four-day journal writing was effective in reducing
physical symptoms.5 Another study at the University of Texas
M.D. Anderson Cancer Center examined 42 patients with
metastatic renal cell carcinoma who were randomly assigned to
an expressive writing group or a neutral writing group. Patients
in the expressive writing group wrote about cancer, and patients
in the neutral writing group wrote about health behaviors. While
no statistically significant differences were found regarding
symptoms of distress, perceived stress or mood disturbance,
patients in the expressive writing group reported significantly
less sleep disturbance, better sleep quality and sleep duration,
and less daytime dysfunction compared with patients in the
neutral writing group.8
Another study looked specifically at clinical populations. The
meta-analysis of nine expressive writing studies found a significant
benefit for health, although when analyzed separately, the effects
for physical outcomes in medically ill populations were significant.9
Other studies showed similar beneficial health effects.
Participants with asthma or rheumatoid arthritis showed
improvements in lung function and physical-related disease
severity, respectively, following a laboratory-based writing

program. Patients with HIV infection showed improved
immune response similar to that seen in mono-therapy with
anti-HIV drugs, and women with chronic pelvic pain reported
reductions in pain intensity ratings.10

Is It for Everyone?
But, therapeutic writing may work better for some than others.
Miriam Kuznets, a psychotherapist who is a proponent of
therapeutic writing, says that since writing lets people choose
their words, it works well with people who are less able to
verbalize their feelings or who are skeptical about talk therapy.
“It’s more concrete than just talking,” she explains, “and you can
do it on your own, anywhere.”6
Therapeutic writing may not be as effective for people who
experience cognitive or intellectual challenges.4 And, some
studies show that writing’s effectiveness may be mediated by
individual differences such as handling of stress, ability to
self-regulate and interpersonal relations.11
Researchers have studied specific health populations to determine
for whom therapeutic writing would be most beneficial. For instance,
Dr. Pennebaker found that some personality types benefit more from
therapeutic writing than others. “People who are able to construct

Longer-Term Benefits of Expressive Writing

8

Health Outcomes
• Fewer stress-related visits to the doctor
• Improved immune system functioning
• Reduced blood pressure
• Improved lung function
• Improved liver function
• Fewer days in hospital
• Improved mood/affect
• Feeling of greater psychological well-being
• Reduced depressive symptoms before examinations
• Fewer post-traumatic intrusion and avoidance symptoms

Social and Behavioral Outcomes
• Reduced absenteeism from work
• Quicker re-employment after job loss
• Improved working memory
• Improved sporting performance
• Higher students’ grade point average
• Altered social and linguistic behavior
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a story, to build some kind of narrative over the course of their
writing, seem to benefit more than those who don’t,” he said.1
To evaluate who would most benefit, Dr. Pennebaker and
colleagues developed a text analysis program called Linguistic
Inquiry and Word Count (LIWC), which looks at the types
of words people use in their writings. Linguistically, Dr.
Pennebaker looks for words that are associated with more
complex thinking, including certain prepositions such as
“except,” “without” and “exclude” and causal words such as
“cause,” “effect” and “rationale.” According to him, an increase
in these types of words over the writing process suggests that
writing is becoming clearer and more narrative. Dr. Pennebaker
also found that ability to change perspectives during the course
of writing is a strong indicator of how well therapeutic writing
will benefit an individual. Using LIWC, he can analyze the types
of pronouns an individual uses, which can indicate a shift in
perspective. “So, one day, they may be talking about how they
feel and how they sit,” he explains, “but the next day, they may
talk about what’s going on with others, whether it’s their family
or a perpetrator or someone else. Being able to switch back and
forth is a very powerful indicator of how they progress.”1

Guidelines for Expressive Writing

10

Time: Write a minimum of 20 minutes per day for four
consecutive days.
Topic: What you choose to write about should be extremely
personal and important to you.
Write continuously: Do not worry about punctuation, spelling
and grammar. If you run out of things to say, draw a line or
repeat what you have already written. Keep pen on paper.
Write only for yourself: You may plan to destroy or hide
what you are writing. Do not turn this exercise into a letter.
This exercise is for your eyes only.
Observe the flip-out rule: If you get into the writing, and you
feel that you cannot write about a certain event because it will
push you over the edge, stop writing!
Expect heavy boots: Many people briefly feel a bit saddened or
down after expressive writing, especially on the first day or two.
Usually, this feeling goes away completely in an hour or two.

Combining Writing with Therapy
Traditionally, therapeutic writing has primarily been used in
therapy to increase awareness and insight, promote change and
growth and further develop sense of self. Integrating journal
writing into different types of psychotherapy is called “therapeutic
journal writing.” It is sometimes guided by journal therapists
who are trained through programs approved by the National
Federation for Biblio/Poetry Therapy, or independent programs
like Kathleen Adams’s Center for Journal Therapy or Dr. Ira
Progoff’s Dialogue House. But, even those not trained in journal
therapy can still incorporate it into practice.4
Therapists employ a number of methods. But, a popular method
is the therapist requesting a person begin each session with a writing
exercise to declare his or her intention for the session or to home in
on present concerns. With this method, the writing is used as a mode
of communication between the person and the therapist, providing
an extra layer of safety. At the end of the session, the therapist
may assign therapy homework for the next session.4
For homework, therapists generally recommend individuals
write for three to five consecutive days for 15 minutes to 20 minutes
at a time. They also might provide writing instructions such as:
“For the next four days, I would like you to write your very
deepest thoughts and feelings about the most traumatic experience
of your entire life or an extremely important emotional issue that
24
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has affected you and your life. In your writing, I’d like you to
really let go and explore your deepest emotions and thoughts.
You might tie your topic to your relationships with others,
including parents, lovers, friends or relatives; to your past, your
present or your future; or to who you have been, who you would
like to be or who you are now. You may write about the same
general issues or experiences on all days of writing or about
different topics each day.… Don’t worry about spelling,
grammar or sentence structure. The only rule is that once you
begin writing, you continue until the time is up.”10
A growing trend championed by Nathan Field, an analytical
psychotherapist, is Internet writing therapy. Field’s paper titled
“The Therapeutic Action of Writing in Self-Disclosure and
Self-Expression” focuses on how individuals can use the Internet
to strengthen the therapist-client relationship. Email is the
primary mode of contact between the client and the therapist,
with both agreeing on a specific time frame to respond to each
other. According to Field, email removes inhibitions that often
occur face to face. Confronting issues through email encourages
freedom, and clients can reflect and take time to communicate
exactly what they are thinking. In addition, clients enjoy as
much time as they need to explore their thoughts instead of
being limited to a specific time frame.12

The “79-Cent Therapy”
But, therapy isn’t necessary to benefit from therapeutic
writing. Kathleen Adams, founder for the Center for Journal
Therapy in Colorado who writes in inexpensive, spiral-bound
notebooks, is a proponent of using therapeutic writing as a
self-help mechanism, coining it the “79-cent therapy.” “For
nearly 30 years, I’ve had the same therapist,” says Adams. “I’ve
called on my therapist at 3 a.m., on my wedding day, on a cold
and lonely Christmas, on a Bora Bora beach and in the dentist’s
reception room. I can tell this therapist absolutely anything. My
therapist listens silently to my most sinister darkness, my most
bizarre fantasy, my most cherished dream. And, I can scream,
whimper, thrash, rage, exult, foam, celebrate. I can be funny,
snide, introspective, accusatory, sarcastic, caustic, inspirational,
opinionated or vulgar. My therapist accepts all of this without
comment, judgment or reprisal.”6
As mentioned previously, self-help therapy can work well for
people who have difficulty verbalizing their feelings or who are
skeptical of talk therapy. This is true for Gillie Bolton, a
researcher at King’s College in London, who finds therapeutic
writing self-healing, allowing her to maintain control of difficult
issues. “I suffered some very traumatic experiences, and writing
saved my sanity,” she says. “In my early 30s, I was in a bad
psychological state, but didn’t really know why. My husband
suggested that I write my autobiography. I did, conjuring up a

Traditionally, therapeutic
writing has primarily
been used in therapy to
increase awareness and
insight, promote change
and growth and further
develop sense of self.
lovely, glorious story. Then, I came up with something far more
chaotic but closer to the truth. Then, I refined it again, this time
into poetry. It’s not just the first cathartic outpouring that
matters; it’s the redrafting. I came to understand what had
happened to me only through doing this.” When asked why she
didn’t just seek regular therapy, she responded: “I couldn’t trust

Tips for Including Therapeutic Writing in a
Self-Care Routine
4

• Ensure privacy by keeping materials in a safe place.
• Save everything that is written, and review it often to spark
inspiration for future writing and offer perspective on how far
you’ve come.
• Use timed writing exercises to help avoid writer’s block and
tap into relevant unconscious material.
• Write freely and ignore the urge to edit the work.
• Be honest with your thoughts, feelings and experiences.

a therapist the way I could a piece of paper. Paper’s always there
to reread or rewrite. Once you’ve said something, you can’t
unsay it, but with a page of writing, you can. You don’t ever have
to share it. You can burn it if you want.”6 (see Tips for Including
Therapeutic Writing in a Self-Care Routine.)

A “Life-Changing” Therapy
For people with chronic illness, like Puglisi, Adams and
Bolton, therapeutic writing can be “life-changing.” Indeed, studies
show that therapeutic writing can help heal illnesses’ physical
and psychological effects. Whether deciding to combine
therapeutic writing with talk therapy or go the self-help route,
the process is personal and emotional. It can help individuals
vent frustration, shed light on feelings, gain insight about how
illness has affected their lives and help them cope with fears
and challenges.
RONALE TUCKER RHODES, MS is the editor of IG Living magazine.
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The Role of Nutrition
in Treating Autoimmune Disease
A number of dietary approaches can help in the prevention and management of
autoimmune disease, but an individualized plan with the assistance of a dietitian
and/or physician is recommended.
By Mindy Hermann, MBA, RDN

AS THE SAYING goes, you are what you eat. So it makes sense
to take a closer look at diet when faced with a serious health challenge such as an autoimmune disease. While there’s no shortage
of nutrition information and advice on the Internet, particularly
pertaining to conditions that medicine cannot cure, much of the
information is not scientifically proven and can, in some cases,
be dangerous. Still, a carefully chosen diet may play a role in
treating and managing the symptoms of autoimmune disease.

The Autoimmune Protocol (AIP) Diet — Newest
Kid on the Block
Type the terms “autoimmune” and “nutrition” into an Internet
search engine, and the results will include dozens of articles on
the Autoimmune Protocol (AIP) diet, a highly restrictive eating
plan that promises to reduce intestinal inflammation, heal the
intestinal mucosa and lessen inflammation throughout the
body. Stricter than the meat-centric Paleo diet, AIP encourages
26
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followers to limit their diet to meats and organ meats, fish,
seafood, vegetables, some fruits and fermented foods, while
eliminating grains, gluten, legumes (beans), potatoes, sugar and
most dairy. AIP also restricts nuts, seeds, eggs and nightshade
vegetables such as tomatoes, eggplant and peppers. Proponents
also recommend combining diet and gut-healing with treatment
for bacterial overgrowth of the small intestine, where indicated,
and supplements for boosting immunity.
Where the AIP diet comports with more established
approaches is in its support of an elimination phase that strictly
limits foods in an effort to reduce gut inflammation by eating
only those foods that are unlikely to cause an adverse reaction.
Because food intolerances and tolerances are highly individual,
an elimination approach with gradual reintroduction of certain
foods allows the person with autoimmune disease to pinpoint
foods that are best tolerated. Elimination diets are challenging to
follow, particularly without the help of a health professional.

Credentialed nutritionists caution against the AIP diet and
other severely limited eating plans. They can be nutritionally
unbalanced and should be followed only under close supervision.
Also, any promised effects of the AIP diet on autoimmune disease
and inflammation have not yet been substantiated by clinical
research. That said, people with an autoimmune disease can and
should pay attention to certain diet elements and individualize
their diet to maximize comfort and potential health benefits.

Minding the Microbiome
Increasingly, research is connecting bacteria in our body with
health and illness. The microbiome, or microbiota, the bacteria
living in the large intestine, plays a major role in immune function
and health. Approximately 70 percent of the body’s immune
system is located in the intestinal tract. The microbiota forms a
protective layer or barrier in the intestine, interacts with the
development and functions of intestinal innate and adaptive
immunity, and protects the body from ingested allergens and
harmful bacteria, viruses and parasites.
An unhealthy or unbalanced microbiota may contribute to
inflammation and is thought to exacerbate the development of
autoimmune diseases. Harmful bacteria carry and produce toxins
that can damage the protective mucus layer in the intestine,
make the intestine more permeable and possibly trigger autoimmune disorders. These include lipopolysaccharide (LPS) on the
outer membrane of certain types of bacteria, and flagellin, a
protein in the flagella, or tail, of gut pathogens such as
Salmonella, E. coli, and Campylobacter. However, researchers have
not yet established whether harmful changes in the microbiome
lead to autoimmune disorders and whether inflammation causes
changes in the microbiome.
Numerous factors can contribute to an unbalanced gut microbiota, including illness, antibiotics and diet. Recent research is
considering whether common emulsifiers in processed foods,
namely polysorbate 80 and carboxymethylcellulose (cellulose
gum), might contribute to inflammation and harm healthful
bacteria in the microbiome.

Prebiotics Nourish Beneficial Bacteria
and Probiotics
Keeping the microbiota healthy may be more effective than
trying to correct an imbalance. That is why one of the best ways
to maintain gut health is to eat a diet rich in prebiotics.
Prebiotics are specific carbohydrates that are not digested in the
small intestine; they travel intact to the large intestine where they
are “eaten” by beneficial bacteria. Kate Scarlata, a registered
dietitian nutritionist, points out the importance of keeping the

gut microbiota well fed to help prevent them from eating the
intestine’s protective mucus lining.
A handful of foods naturally contain prebiotic fibers, including
chicory root (its fiber is called inulin), Jerusalem artichoke,
garlic, leek, onion and dandelion greens. Resistant starch, found
in raw oats, potatoes, cashews and resistant starch supplements,
also functions as a prebiotic. Prebiotic supplements also are
available. When used, they should be added to the diet slowly to
help maintain gut comfort.
Prebiotics also feed probiotics, certain beneficial bacteria
strains that are not native to the human gastrointestinal tract and
convey specific health benefits. Strains of bifidobacteria and
lactobacilli, found in some yogurts, fermented foods and probiotic
supplements, are among the most common. Probiotics do not
become part of the body’s microbiota and, therefore, have to be
eaten regularly and in adequate amounts to be beneficial.

Increasingly, research
is connecting bacteria in
our body with health
and illness.
FODMAPS May Improve Intestinal Comfort
Finding a balance between feeding beneficial bacteria, which
can produce gas as they ferment (digest) fiber, and reducing
discomfort associated with an irritable bowel can be challenging.
Some people manage their gastrointestinal symptoms with a diet
that limits short-chain sugars called fermentable oligosaccharides,
disaccharides, monosaccharides and polyols, abbreviated as
FODMAPs. Limiting FODMAPs gives bacteria less fermentable
food to feast on and, therefore, leads to less gas.
Because so many foods contain FODMAPs, including numerous
vegetables, fruits and grains, a diet low in FODMAPs can be
nutritionally unbalanced unless it is planned and overseen by a
dietitian or qualified health professional. Followers of a low
FODMAPs diet may be able to slowly add back foods and
monitor their comfort level to find those that are best tolerated.

A Gluten-Free Diet Benefits Some
Looking beyond the still popular gluten-free trend, a glutenfree diet may benefit some people with autoimmune disease. In
sensitive individuals, exposure to gluten — a protein in products
and ingredients that contain wheat, barley or rye — causes an
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Common Foods High in FODMAPs
Vegetables

artichoke, asparagus, cauliflower, dry beans, garlic, mushrooms, onions, scallions

Fruits

apples, avocado, blackberries, cherries, dried fruit, mango, nectarines/peaches,
pears, plums, pomegranate, watermelon; fruit juices

Grains and nuts

almond meal, pistachios, wheat products (breads, crackers, pastries, cereals,
noodles/pasta, etc.)

Dairy

milk, ice cream, sour cream, yogurt

Prebiotics

fructooligosaccharides (FOS), inulin, oligofructose

Sweeteners

agave, honey, inulin, sweeteners ending in -ol

Low FODMAPs Foods
Vegetables

bean sprouts, bok choy, broccoli, cabbage, carrots, corn, cucumber, eggplant, green
beans, kale, lettuce, peppers, potatoes, squash, sweet potato, tomato

Fruits

bananas, berries (most), citrus (most), grapes, kiwifruit, melon, pineapple, rhubarb

Proteins

most meat, poultry, fish, seafood, tofu

Grains and nuts

gluten-free breads, wheat-free breads, buckwheat, brown rice, non-wheat whole
grains, potato chips, corn, oat or rice cereals, most nuts and seeds, quinoa,
peanut butter, nut milks

Dairy

lactose-free milk, yogurt and cheese, butter, most cheeses, eggs

Other

sugar substitutes (not ending in -ol), chocolate, ketchup, maple syrup, mayonnaise,
mustard, soy sauce, sugar, vinegars

immune system response and can result in inflammation and
increased intestinal permeability. Removing gluten improves,
but may not completely normalize, the intestinal barrier, and
may or may not affect the progression of autoimmune responses.
Scarlata notes that some people are sensitive to components in wheat
other than gluten, including glucose, fructans or amylase inhibitors.
Heirloom wheat varieties and wheat grains from Europe may be
better tolerated, and gluten-free grains always are recommended.

Omega-3 Fatty Acids Consistently Show Benefits
Omega-3 fatty acids are a type of fat found primarily in fatty
fish and fish oil, and in a less potent form in walnuts, flaxseeds
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and chia seeds. Of the main types of omega-3 fatty acids, DHA
appears to be more biologically active than EPA and ALA. The
2015 Dietary Guidelines for Americans recommends two weekly
servings of fish, for an average of about 250 mg/day EPA plus
DHA omega-3 fatty acids.
Animal studies suggest that omega-3 fatty acids may improve
autoimmune disorders. In mice, those fed a diet that was
enriched with omega-3s showed improvement in autoimmune
antibodies, autoimmune response, inflammation and intestinal
barrier function. Human studies suggest that fish oil supplements
lessen joint discomfort in some individuals and may benefit
lupus, among other benefits.

Turn Up the Heat on Autoimmune Responses
Capsaicin is a naturally occurring chemical compound that
gives chili peppers their heat. In the body, capsaicin activates the
vanilloid receptor, which may enhance immune status and
improve particular immune functions. Results are preliminary,
and additional research needs to be done, but in the meantime,
adding hot sauce as tolerated is unlikely to hurt.

A Sensible Diet Makes the Most Sense
Health professionals generally agree that the best diet for
managing inflammation and optimizing any immune benefits
includes whole foods — green leafy vegetables, fruits, higher fat
fish such as salmon and sardines, nuts and seeds, whole grains,
legumes and healthy fats — and limits processed starches, sugars,
saturated fats and trans fats.
Scarlata advises moderation over extremes. She cautions against
overusing trendy therapies such as probiotics and fermented
foods, noting that more is not necessarily better. On her list for
supporting immune health are more food sources of omega-3s
and the mineral magnesium (nuts, seeds, leafy greens, fish,
legumes, whole grains), less saturated fat and fewer food
additives. Individuals who have trouble tolerating dairy products
may want to try sheep or goat cheese; both contain a welltolerated type of milk protein called A2 casein and lack the A1
casein, in most cows’ milk and milk products, that appears to
bother some people.
Several nutrients are associated with a strong immune system.
Vitamin A supports barrier cells and lymphocytes and may lessen
lupus symptoms, vitamin E protects cell membranes and vitamin
D both generates more immune cells and makes them more
active. The relationship between vitamin D and autoimmune
disease is being actively studied. People with autoimmune
diseases tend to have lower vitamin D levels, but it is not yet
known whether a) low vitamin D levels increase risk of autoimmune disease and b) increasing vitamin D levels will improve
immune function.
Vitamin A is found in many fruits and vegetables, as well as
milk. Foods high in vitamin E include vegetable oils, green leafy
vegetables, nuts, seeds and whole grain bread. Food sources of
vitamin D currently are limited to fortified dairy products,
fortified juices, egg yolks, some mushrooms and some fatty fish.
The Dietary Guidelines for Americans calls out vitamin D as a
nutrient of concern since a high percentage of Americans do not get
enough in their daily diet. This may lead to fortification of additional foods. The decision regarding relying on foods versus supplements for vitamins and minerals is best left to a medical team.

Autoimmune diseases and their treatment can adversely
affect nutrition. Individuals with bacterial overgrowth of the
small intestine may have trouble absorbing fat if bacteria break
down bile, the body’s fat emulsifier. The side effects of common medications include nausea and vomiting, stomach pains,
mouth sores, decreased appetite and interaction with certain
nutrients. Cutting down on outdoor physical activity during
flare-ups reduces exposure to sunlight and lessens production
of vitamin D. In these instances, individual, multiple or multinutrient supplements may be the best option for improving
nutrient intake.

An Individualized Approach Is Best
Finding the right combination of diet and supplements takes
time, patience and close attention to food-related symptoms.
The ultimate goal is to balance nutritional adequacy with gut
comfort and, hopefully, immune benefits.
MINDY HERMANN, MBA, RDN, is a food and nutrition writer and
communications consultant in metropolitan New York.

Sources
1. Arrieta, MC, Bistritz, L, and Meddings, JB. Alterations in Intestinal Permeability. Gut, 2006 Oct;55(10):1512-20.
2. Bates, MA, Brandenberger, C, Langohr, II, Kumagai, K, Lock, AL, Harkema, JR, Holian, A, and Pestka, JJ SilicaTriggered Autoimmunity in Lupus-Prone Mice Blocked by Docosahexaenoic Acid Consumption. PLoS One, 2016
Aug 11;11(8):e0160622. doi: 10.1371/journal.pone.0160622. eCollection 2016.
3. Dunne, S. CPE Monthly: Vitamin D — Learn About Its Impact on the Immune System, Its Role in Autoimmunity,
and Its Importance for Specific Autoimmune Diseases. Today’s Dietitian, December 2016 Issue, Vol. 18, No. 12, P. 48.
4. Duriancik, DM, Comstock, SS, Langohr, IM, and Fenton, JI. High Levels of Fish Oil Enhance Neutrophil
Development and Activation and Influence Colon Mucus Barrier Function in a Genetically Susceptible Mouse
Model. Journal of Nutrition and Biochemistry, 2015 Nov;26(11):1261-72. doi: 10.1016/j.jnutbio.2015.06.002. Epub
2015 Jul 17.
5. Kriegel, MA, Manson, JE, and Costenbader, KH. Does Vitamin D Affect Risk of Developing Autoimmune Disease?:
A Systematic Review. Seminars in Arthritis and Rheumatism, 2011 Jun;40(6):512-531.e8. doi: 10.1016/
j.semarthrit.2010.07.009. Epub 2010 Nov 2.
6. Mu, Q, Zhang, H, and Luo, XM. SLE: Another Autoimmune Disorder Influenced by Microbes and Diet? Frontiers in
Immunology, 2015 Nov 30;6:608. doi: 10.3389/fimmu.2015.00608. Review.
7. Palmer, S. Is There a Link Between Nutrition and Autoimmune Disease? Today’s Dietitian, Vol. 13 No. 11 P. 36.
Accessed at www.todaysdietitian.com/newarchives/110211p36.shtml.
8. Pestka, JJ, Vines, LL, Bates, MA, He, K, and Langohr, I. Comparative Effects of N-3, N-6 and N-9 Unsaturated Fatty
Acid-Rich Diet Consumption on Lupus Nephritis, Autoantibody Production and CD4+ T Cell-Related Gene
Responses in the Autoimmune NZBWF1 Mouse. PLoS One, 2014 Jun 19;9(6):e100255. doi: 10.1371/
journal.pone.0100255.
9. Prandi, B, Faccini, A, Tedeschi, T, Galaverna, G, and Sforza, S. LC/MS Analysis of Proteolytic Peptides in Wheat
Extracts for Determining the Content of the Allergen Amylase/Trypsin Inhibitor CM3: Influence of Growing Area
and Variety. Food Chemistry, 2013 Sep 1;140(1-2):141-6. doi: 10.1016/j.foodchem.2013.02.039. Epub 2013 Feb 21.
10. Shoda, H, Yanai, R, Yoshimura, T, Nagai, T, Kimura, K, Sobrin, L, Connor, KM, Sakoda, Y, Tamada, K, Ikeda, T, and
Sonoda, KH. Dietary Omega-3 Fatty Acids Suppress Experimental Autoimmune Uveitis in Association with
Inhibition of Th1 and Th17 Cell Function. PLoS One, 2015 Sep 22;10(9):e0138241.
11. Steiner, TS. How Flagellin and Toll-Like Receptor 5 Contribute to Enteric Infection. Infection and Immunity, 2007;
75:545-52.
12. Tam, M, Gómez, S, González-Gross, M, and Marcos, A. Possible Roles of Magnesium on the Immune System.
European Journal of Clinical Nutrition, 2003 Oct;57(10):1193-7.
13. Vieira, SM, Pagovich, OE, and Kriegel, MA. Diet, Microbiota and Autoimmune Diseases. Lupus, 2014
May;23(6):518-26.
14. Viennois, E, Merlin, D, Gewirtz, AT, and Chassaing, B. Dietary Emulsifier-Induced Low-Grade Inflammation
Promotes Colon Carcinogenesis. Cancer Research, 2016 Nov 7. [Epub ahead of print].

Resources
1. Autoimmune Lifestyle. What Is Autoimmune Paleo or AIP Diet? Accessed at aiplifestyle.com/what-is-autoimmuneprotocol-diet.
2. Omega Quant. Dietary Sources Omega-3 DHA. Accessed at www.omegaquant.com/sources-of-omega-3-dha.
3. Low FODMAP Central. Accessed at www.nestlehealthscience.us/lowfodmap/health-care-professionals.
4. BENEO Institute. Accessed at www.beneo.com/Expertise/BENEO-Institute.
5. Kate Scarlata, RDN, www.katescarlata.com, 508-533-3190.

IG Living

|

April-May 2017

|

IGLiving.com

29

Understanding

Agammaglobulinemia
By Bob Geng, MD

The inability to naturally produce immunoglobulins in
the body is the hallmark of agammaglobulinemia, but
with immune globulin therapy and vigilance regarding
their health, patients’ prognosis is good.
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AGAMMAGLOBULINEMIA is a condition in which the
body cannot produce immunoglobulins (antibodies that fight
infection). The exact incidence of this condition is unknown,
but it is estimated to be in the range of one in 300,000. In 1952,
it was the first primary immunodeficiency to be discovered by
Colonel Ogden Bruton who described a young boy with recurrent
respiratory infections who could not make specific antibodies,
but was successfully treated by immune globulin (IG) replacement
therapy. The condition was named in honor of Colonel Bruton,
and Bruton’s agammaglobulinemia became the name of the
X-linked type of agammaglobulinemia (XLA), which comprises
the majority of all agammaglobulinemia cases.
In 1993, it was discovered that XLA is caused by a defect in
the Bruton tyrosine kinase (BTK) gene, which is crucial for
B-cell maturation and development. The BTK gene is located
on the long arm of the X chromosome. Therefore, females are
only carriers, and males are only affected. In the absence of
normal BTK expression, B-cell development cannot proceed,
and B cells cannot evolve to become plasma cells that produce
immunoglobulin.
Not all cases of agammaglobulinemia are XLA. Since the
discovery of the BTK gene, only 85 percent of agammaglobulinemia cases were identified to have a mutation in BTK.
Furthermore, by definition, an X-linked disease affects only
boys, and for some time, there have been reports of girls with
the same clinical presentation of XLA. Therefore, over the past
two decades, further investigations have revealed several
additional genetic defects of proteins that work along with
BTK in the process of B-cell development. When any of these
genes and the proteins they encode are defective, B-cell
maturation does not occur, and immunoglobulins are not
produced. These identified defects are the mu heavy chain of
immunoglobulin molecule, lambda 5, Ig-alpha, Ig-beta and
BLNK. All these proteins help to support the maturation of
pro-B cells into pre-B cells, which is a crucial step in B-cell
development. The inheritance pattern of these gene defects is
autosomal recessive, meaning that a person needs both copies
of the gene to be defective in order to have the disease.
Therefore, since these defects are not found on the X chromosome, females can be affected as much as males.
The inability for B-cell maturation to take place leads to an
inability to produce antibodies against various invading
pathogens (bacteria, viruses, fungi, etc.). Antibodies are very
important in the body’s defense against invading pathogens for
two main reasons: 1) when they bind to bacteria, it creates a
docking site for additional inflammatory molecules such as
complements to bind and destroy the bacteria; and 2) antibodies

help to defend the body by facilitating the process in which other
cells clear out bacteria. The main workhorse of the immune
system is the phagocyte (neutrophils, macrophages, dendritic
cells, etc.), which defends the body by engulfing or ingesting the
invading bacteria so it can be destroyed inside the cell. When
antibodies bind the surface of bacteria, it makes it easier for the
phagocyte to recognize and engulf them. This process is called
opsonization. Without antibody binding, bacteria do not appear
as “attractive” to the phagocyte, and they do not ingest bacteria
as efficiently.

Clinical Presentation
The main clinical features of agammaglobulinemia are recurrent
upper and lower respiratory tract infections. These infections
start at a very young age, in general, but often start after maternal
antibody stores in the infant are depleted, since maternal antibodies
protect the infant for the first several months of life. Respiratory
tract infections are most often caused by bacteria in which antibody
binding is crucial for clearance. These bacteria include, but are
not limited to, Streptococcus pneumonia, Haemophilus influenza
type B, Streptococcus pyogenes and Pseudomonas species.
Recurrent respiratory tract infections not only cause significant
morbidity during the actual episode of illness, but also predispose
patients to developing chronic lung disease. Repeated courses of
pneumonia will lead to chronic inflammatory changes in the
airways, which may lead to scarring and bronchiectasis (abnormal
dilation of the airways leading to signs and symptoms of chronic
airway obstruction).

The main clinical features
of agammaglobulinemia
are recurrent upper
and lower respiratory
tract infections.
Beyond respiratory tract infections, other bacteria such as
Campylobacter and Salmonella can lead to infections in the
gastrointestinal tract. In addition, patients may develop more
serious giardia (parasite) infections if they are exposed.
If any bacterial infections are left untreated, they can progress
to bacteremia (presence of bacteria in the bloodstream), sepsis
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(infection of the blood stream) and invasion of other vital organ
systems such as the central nervous system (meningitis or
encephalitis), bones (osteomyelitis) and joints (infectious arthritis).
While the spread of bacterial infection can happen in all patients,
agammaglobulinemia patients are much more susceptible due to
the absence of antibodies.
In addition to bacterial infections, agammaglobulinemia
patients are susceptible to certain viral infection, namely the
enteroviruses, which include coxsackie virus and echovirus. These
viruses can lead to chronic infection of the central nervous system,
skin, muscle and liver. The most well-known enterovirus is
poliovirus, and in the past when live-attenuated vaccines were
used, agammaglobulinemia patients developed debilitating polio
infections. Since the advent of the inactivated polio vaccine in the
U.S., that issue has resolved; however, for areas in the world where
the live-attenuated vaccine is still used, this remains an issue.
Aside from infectious complications, agammaglobulinemia
patients are also more susceptible to the development of certain
autoimmune complications. The mechanisms in which these complications develop are not completely understood. While patients
cannot make autoimmune antibodies due to deficient B cells, the
phenomenon of autoimmune disease can still occur. Autoimmune
conditions often seen include cytopenias (low counts of various
blood cells), inflammatory skin conditions, arthritis (inflammation
of the joints) and chronic gastrointestinal inflammation.

Diagnosis
Agammaglobulinemia is diagnosed through both clinical
recognition of signs/symptoms and laboratory findings. Clinical
presentation may include poor growth, failure to thrive, recurrent
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sinopulmonary infections, recurrent gastrointestinal infections
and absence of tonsils (due to absence of B cells).
The main laboratory finding is the absence of all classes of
serum immunoglobulin. The serum levels of IgA, IgM and IgG
are all extremely low, often below the point of detection. In
addition to low immunoglobulins, the cellular immune panel is
abnormal because B cells are often absent as well. On the flow
cytometry (cell counter) of the immune cells of the blood, the
number of CD-19 or CD-20 cells (markers on the surface of B
cells) is greatly diminished or often absent. Generally, according
to expert guidelines, presence of less than 2 percent B cells is
considered a necessary criteria for a diagnosis. Furthermore,
patients have virtually no antibody response to vaccinations.
Specific antibody levels (i.e., tetanus, diphtheria, streptococcus
pneumonia, etc.) following those vaccinations are absent or
extremely low. In addition, around 25 percent of patients have
low neutrophil counts, which may be due to the persistent
presence of recurrent systemic infections.
The definitive diagnosis of agammaglobulinemia is made with
genetic testing. For Bruton’s XLA, a definitive diagnosis is made
by the absence of the BTK gene expression (such as by messenger
RNA detection), a specific BTK gene mutation by genetic
sequencing, or by lack of detection of BTK protein in cells.
While on a therapeutic basis, treatment can be initiated for
probable diagnosis, a definitive diagnosis is important for genetic
counseling purposes due to the known pattern of both Bruton’s
and autosomal recessive agammaglobulinemia. When patients
receive a definitive diagnosis, there are genetic testing options
that exist for parents to receive carrier status evaluation.

Agammaglobulinemia is
diagnosed through both
clinical recognition of
signs/symptoms and
laboratory findings.
Because infants have residual levels of maternal antibodies in
the first 6 months of their lives, diagnosis of agammaglobulinemia
is often not made until after that time. On average, only half of
Bruton’s cases are diagnosed by 1 year of age, but almost all cases
are generally diagnosed by 5 years of age.

While a swift diagnosis is important, it is equally important to
recognize that other conditions can appear similar to agammaglobulinemia. The differential diagnosis of agammaglobulinemia
can include common variable immune deficiency, transient
hypogammaglobulinemia of infancy, Wiskott-Aldrich syndrome
and combined immune deficiencies such as severe combined
immune deficiency with B-cell defects.

Management
The main treatment for agammaglobulinemia is IG replacement
therapy. Replacement can be achieved by either the intravenous
(IV) or subcutaneous (SC) route. IVIG is generally administered
every three to four weeks, and SCIG is generally administered
weekly, but can be given multiple times a week or every other
week. While there is no established dosing regimen for IG
replacement, the general guideline consensus is between 400
mg/kg/month and 600 mg/kg/month. Many practitioners will
start at that level, and will titrate the dose according to clinical
presentation (i.e., frequency/severity of infections and tolerability)
and laboratory parameters (i.e., serum IgG trough level).
There is a dose-dependent relationship between dose and
serum IgG trough level. According to a study by Orange et al.,
there is, on average, an increase of 121 mg/dL of serum IgG for
every 100 mg/kg increase in dose of IG replacement. There is
also a relationship between the serum IgG trough level and
infection frequency. According to a study by Lucas et al., a
serum IgG level of greater than 800 mg/dL is necessary to be
infection-free in XLA patients. IG replacement therapy has led
to significant reductions in infection frequency, severity and
hospitalizations for agammaglobulinemia patients. In addition,
due to the decrease in acute infections, the number of chronic
lung diseases has decreased.
While replacement therapy has led to significant advances in
the treatment of agammaglobulinemia, antibiotic therapy is still
often necessary. First, IVIG and SCIG only replace the IgG, but
not the IgM or IgA that are also deficient. Those two other classes
of immunoglobulins play important roles in host defense against
pathogens. Second, unlike naturally produced antibodies,
replacement immunoglobulins do not fluctuate appropriately
with the presence of invading pathogens. During active infection, the body often needs more antibodies to be present to fight
off the infection than it does when a person is not sick.
Therefore, patients and caregivers still need to be vigilant about
infections, and they need to seek medical attention and have a
low threshold for using antimicrobials to combat infections even
if they are being adequately treated with IG replacement therapy.

Patients with agammaglobulinemia should not receive
live-attenuated vaccines since they have a compromised immune
system. The exposure to live-attenuated vaccines may predispose
them to develop serious systemic infections of the pathogen

While replacement therapy
has led to significant
advances in the treatment
of agammaglobulinemia,
antibiotic therapy is still
often necessary.
to which they are exposed. These include the measles/
mumps/rubella, rotavirus and chickenpox vaccines. Because
most patients with agammaglobulinemia are on IG replacement
therapy, they are already receiving passive immunity to these
diseases, and typically do not need the vaccinations.
Furthermore, one of the hallmarks of agammaglobulinemia is
that these patients cannot make antibodies following stimulation
from vaccines. However, there are some immunologists who still
feel agammaglobulinemia patients may benefit from inactivated
(killed) vaccines to elicit a T-cell immune response. This is
because agammaglobulinemia patients generally have intact
T-cell function, and the body responds to many infections via a
combination of T-cell and antibody responses.

A Healthy Prognosis
Overall, the prognosis is good for patients with agammaglobulinemia who are treated with IG replacement therapy.
IVIG and SCIG have dramatically reduced the morbidity and
mortality of disease. With proper follow-up, strict adherence to
IG replacement therapy and surveillance for infectious and
autoimmune complications, most patients lead a normal and
productive life.

BOB GENG, MD, MA, studied medicine at Washington University School of
Medicine in St. Louis, where he also completed his residency training in internal
medicine. He is currently an assistant professor in allergy and immunology at the
University of California, San Diego. Dr. Geng received his bachelor’s and Master of
Arts degrees in Georgetown University’s School of Foreign Service.
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Patient Rights and

When doctors prescribe a medication,
is it reasonable for patients to assume
that they will receive what
the doctor ordered?
By Abbie Cornett
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Medication Changes
PATIENTS WITH CHRONIC or life-threatening illnesses
have many issues to worry about in today’s ever-changing
healthcare landscape. But, getting the right medication for their
condition shouldn’t be one of them. Unfortunately, while
patients frequently assume they have the right to the medication
their physician has prescribed, this is often not the case due to
formularies adopted by the insurance industry to combat
increasing costs of medications.

How Formularies Affect Patients
A formulary is a list of medications approved by an insurance
company that includes both generic and brand-name drugs. Its
purpose is to compel patients and doctors to utilize the least costly
medication that will still achieve the desired outcome.
Unfortunately, implementation of formularies limits medication
choices for patients, and it has led to drug substitution in one of
two forms: generic substitution or therapeutic substitution.
Generic substitution occurs when a name-brand drug is
substituted for another that has the same chemical makeup and
dosage. Therapeutic substitution occurs when a pharmacist
substitutes a chemically different drug for the one prescribed.
In the latter, the drug substituted by the pharmacist belongs to
the same pharmacologic class and/or same therapeutic class.
However, since the two drugs have different chemical structures,
adverse outcomes for patients can occur.1 Which drugs are
substituted is determined by what the insurance plan’s formulary
will pay for.
A biologic is a medication that is made from human, animal
or bacterial sources. Patients with immune deficiencies and
many other chronic illnesses are treated with immune globulin
(IG), which is a biologic derived from human plasma. There are
no generic drugs for biologics, only biosimilars. A biosimilar is a
drug that is similar to another biologic drug but not the same.
While there are currently no biosimilars to IG approved by the
U.S. Food and Drug Administration, should one be available in
the future, patients may not experience the same efficacy from a
substituted biosimilar.

Why Nonmedical Switching Is Risky for
Chronically Ill Patients
Nonmedical drug switching can be harmful to people with
chronic and complex illnesses for a number of reasons.

Foremost, these patients’ conditions are stabilized with the
correct medical therapies. But, stabilizing their conditions can
be difficult, often taking “physicians and their patients through
a painstaking process of trial and error, which can drag on for
months or even years.”2
Nonmedical switching, or substitution therapy, disregards
this process entirely, many times putting patients at risk for
re-emerging symptoms or side effects not suffered from previously, putting their health or lives in jeopardy. A study
published in 2016 in the Journal of Current Medical Research
and Opinion concluded: “Nonmedical switching was more
often associated with negative or neutral effects than positive
effects on an array of important outcomes. Among patients
with stable/well-controlled disease, nonmedical switching
was associated with mostly negative effects.”3

Implementation of
formularies limits
medication choices for
patients, and it has led
to drug substitution
in one of two forms:
generic substitution or
therapeutic substitution.
What Rights Do Patients Have?
Under the Affordable Care Act, all plans offered through
a state, sold on the individual market or offered through a
small employer must offer a prescription plan. A prescription
plan is one of 10 essential health benefits insurance policies
must provide, according to the Affordable Care Act. Large
employers (those with 50 or more employees) are not
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Important Safety Information
Hizentra treats various forms of primary immunodeficiency (PI) in patients
age 2 and over.
WARNING: Thrombosis (blood clotting) can occur with immune globulin
products, including Hizentra. Risk factors can include: advanced age,
prolonged immobilization, a history of blood clotting or hyperviscosity
(blood thickness), use of estrogens, installed vascular catheters, and
cardiovascular risk factors.
If you are at high risk of thrombosis, your doctor will prescribe Hizentra
at the minimum dose and infusion rate practicable and will monitor
you for signs of thrombosis and hyperviscosity. Always drink sufficient
fluids before administration.
Tell your doctor if you have had a serious reaction to other immune globulin
medicines or have been told you also have a deficiency of the immunoglobulin
called IgA, as you might not be able to take Hizentra. You should not take
Hizentra if you know you have hyperprolinemia (too much proline in your blood).

Infuse Hizentra under your skin only; do not inject into a blood vessel.
Allergic reactions can occur with Hizentra. If your doctor suspects you are having
a bad allergic reaction or are going into shock, treatment will be discontinued.
Immediately tell your doctor or go to the emergency room if you have signs
of such a reaction, including hives, trouble breathing, wheezing, dizziness,
or fainting.
Tell your doctor about any side effects that concern you. Immediately report
symptoms that could indicate a blood clot, including pain and/or swelling of
an arm or leg, with warmth over affected area; discoloration in arm or leg;
unexplained shortness of breath; chest pain or discomfort that worsens with
deep breathing; unexplained rapid pulse; and numbness or weakness on one
side of the body. Your doctor will also monitor symptoms that could indicate
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hemolysis (destruction of red blood cells), and other potentially serious
reactions that have been seen with Ig treatment, including aseptic
meningitis syndrome (brain swelling); kidney problems; and transfusionrelated acute lung injury.
The most common drug-related adverse reactions in the clinical trial
for Hizentra were swelling, pain, redness, heat or itching at the site
of injection; headache; back pain; diarrhea; tiredness; cough; rash;
itching; nausea and vomiting.
Hizentra is made from components of human blood. The risk of
transmission of infectious agents, including viruses and, theoretically, the
Creutzfeldt-Jakob disease (CJD) agent, cannot be completely eliminated.

Before being treated with Hizentra, inform your doctor if you are pregnant,
nursing or plan to become pregnant. Vaccines (such as measles, mumps and
rubella) might not work well if you are using Hizentra. Before receiving any
vaccine, tell the healthcare professional you are being treated with Hizentra.
Please see brief summary of full prescribing information for Hizentra
on adjacent page. For full prescribing information, including boxed
warning and patient product information, please visit Hizentra.com.
You are encouraged to report negative side effects of prescription drugs to the
FDA. Visit www.fda.gov/medwatch, or call 1-800-FDA-1088.

Count on IgIQ Support Throughout
Your Treatment Journey

®

Can IgIQ help you? If you answer YES to any of these
questions, call 1-877-355-IGIQ (4447) Monday–Friday, 8 AM to 8 PM ET.

Would a lapse in
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Ig therapy?

Are you unable to
afford Hizentra?
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connect with other
Hizentra patients?

Hizentra®, Immune Globulin Subcutaneous (Human), 20% Liquid
Initial U.S. Approval: 2010
BRIEF SUMMARY OF PRESCRIBING INFORMATION
These highlights do not include all the information needed to use HIZENTRA
safely and effectively. See full prescribing information for HIZENTRA.
WARNING: THROMBOSIS

See full prescribing information for complete boxed warning.
• Thrombosis may occur with immune globulin products, including Hizentra.
Risk factors may include: advanced age, prolonged immobilization,
hypercoagulable conditions, history of venous or arterial thrombosis,
use of estrogens, indwelling vascular catheters, hyperviscosity, and
cardiovascular risk factors.
• For patients at risk of thrombosis, administer Hizentra at the minimum
dose and infusion rate practicable. Ensure adequate hydration in patients
before administration. Monitor for signs and symptoms of thrombosis
and assess blood viscosity in patients at risk for hyperviscosity.
-----------------------------------INDICATIONS AND USAGE----------------------------------Hizentra is an Immune Globulin Subcutaneous (Human) (IGSC), 20% Liquid indicated for
the treatment of primary immunodeficiency (PI) in adults and pediatric patients 2 years of
age and older.
-----------------------------DOSAGE AND ADMINISTRATION--------------------------------For subcutaneous infusion only.
Administer at regular intervals from daily up to every two weeks (biweekly).
Dosage (2.2)
Before switching to Hizentra, obtain the patient’s serum IgG trough level to guide
subsequent dose adjustments.
• Weekly: Start Hizentra 1 week after last IGIV infusion
Initial weekly dose = Previous IGIV dose (in grams) x 1.37
No. of weeks between IGIV doses
• Biweekly: Start Hizentra 1 or 2 weeks after the last IGIV infusion or 1 week after the last
weekly Hizentra/IGSC infusion. Administer twice the calculated weekly dose.
• Frequent dosing (2 to 7 times per week): Start Hizentra 1 week after the last IGIV or
Hizentra/IGSC infusion. Divide the calculated weekly dose by the desired number of
times per week.
• Adjust the dose based on clinical response and serum IgG trough levels.
Administration
• Infusion sites – 1 to 4 injection sites simultaneously, with at least 2 inches between sites.
Infusion Parameters*
Volume (mL/site)
Rate (mL/hr/site)
*

As tolerated
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Are you unable to
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• Hyperprolinemia (type I or II) (Hizentra contains the stabilizer L-proline)
• IgA-deficient patients with antibodies against IgA and a history of hypersensitivity
-------------------------------WARNINGS AND PRECAUTIONS-------------------------------• IgA-deficient patients with anti-IgA antibodies are at greater risk of severe
hypersensitivity and anaphylactic reactions.
• Thrombosis may occur following treatment with immune globulin products, including
Hizentra.
• Aseptic meningitis syndrome has been reported with IGIV or IGSC treatment.
• Monitor renal function, including blood urea nitrogen, serum creatinine, and urine
output in patients at risk of acute renal failure.
• Monitor for clinical signs and symptoms of hemolysis.
• Monitor for pulmonary adverse reactions (transfusion-related acute lung injury [TRALI])
• Hizentra is made from human plasma and may contain infectious agents, e.g., viruses,
the variant Creutzfeldt-Jakob disease (vCJD) agent and, theoretically, the CreutzfeldtJakob disease (CJD) agent.
-------------------------------------ADVERSE REACTIONS--------------------------------------The most common adverse reactions observed in *5% of study subjects were local
reactions (i.e., swelling, redness, heat, pain, and itching at the injection site), headache,
diarrhea, fatigue, back pain, nausea, pain in extremity, cough, rash, pruritus, vomiting,
abdominal pain (upper), migraine, and pain.
To report SUSPECTED ADVERSE REACTIONS, contact CSL Behring
Pharmacovigilance at 1-866-915-6958 or FDA at 1-800-FDA-1088 or www.fda.
gov/medwatch.
----------------------------------------DRUG INTERACTIONS-----------------------------------The passive transfer of antibodies may interfere with the response to live virus vaccines, and
lead to misinterpretation of the results of serological testing.
----------------------------------USE IN SPECIFIC POPULATIONS----------------------------• Pediatric: No specific dose requirements are necessary to achieve the desired serum
IgG levels.

Infusion Number
st

nd

2 to 4th

1

) 15
15

5th
) 20
) 25

6th and above
) 25
Based on October 2016 revision

required to offer the essential health benefits, but nearly
all do.4
It is important to remember that prescription drug coverage is
not the same in every state. Each state has different laws concerning
which medications are covered by formularies and what notification
is required prior to switching a medication. As of now, no states
require therapeutic substitution.
Because each state’s laws differ, there is no one answer that
applies to all patients. Patients who have been told by their pharmacy
they are required to switch medications should research their
individual state’s law, which is available on the National
Association of Boards of Pharmacy’s website at nabp.pharmacy/
boards-of-pharmacy.
If denied a prescribed medication because it is not on a plan’s
formulary, patients have the right to appeal. While the appeal
process doesn’t guarantee they will get the prescribed medication,
to be successful, patients and their doctors must demonstrate to
the insurance company why that medication is medically necessary,
more so than the one on the plan’s formulary. Demonstrating a
specific drug is medically necessary may convince the insurer to
cover it.

Preventing Medication Swaps
If patients are concerned about their medication being
switched without notification, there are some things they can do.
First, they can ask their doctor to write on the prescription
“dispense as written or medically necessary.” This requires the
pharmacy to contact the doctor before any substitution is made.
They can also request the pharmacy place a statement in their
records stating they must be notified prior to any medication
switches.
If a medication is switched, patients should contact
their doctor immediately to determine if the new medication may have side effects that are different or more
severe than the originally prescribed medication. They
also need to ask if the new medication will interact differently with any other medications they are taking, and
whether it is as effective as the prescribed drug. If their
doctor determines that the new medication is not appropriate, he or she needs to document why the insurance
policy should cover the original drug or an appropriate
alternative. 5
A final option is to pay for the medication out of pocket.
Unfortunately, most medications for chronic or life-threatening
illnesses are too expensive for the majority of patients to pay for.
So while this is always the patients’ right, it is not realistically
possible.

Ensuring Medications Are On the Formulary
Patients need to be diligent about understanding their healthcare
plan’s formulary during each enrollment period. Because
formularies change frequently, it is up to them to ensure their
medication is still covered. If it is not, they may have to pay out
of pocket or switch to a different medication.

If denied a prescribed
medication because it is
not on a plan’s formulary,
patients have the
right to appeal.
Patients who enroll in a marketplace plan have certain rights,
including obtaining an easy-to-understand summary of benefits
(SBC), which highlights what the plan covers and what the
patient’s obligations are and provides a glossary of commonly
used terms.6 These can be reviewed when enrolling for a plan at
www.healthcare.gov. Those with private insurance can request
the SBC and glossary at any time.

Vigilance and Advocacy Are a Necessity
Even though nonmedical drug switching has not been
proved to save money or improve outcomes, it is likely a
policy that is here to stay. Therefore, patients must be aware
of their rights and obligations under their insurance plan.
And, importantly, they must act as their own advocates if they
want to receive the medications their doctor has prescribed for
them.
ABBIE CORNETT is the patient advocate for IG Living magazine.
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4. WebMD. Prescription Drug Costs and Health Reform: FAQ. Accessed at www.webmd.com/health-insurance/
insurance-costs/aca-prescription-drug-costs-faq .
5. Laliberte, R. Your Pharmacist May Be Switching Your Meds. NBC News, June 6, 2009. Accessed at
www.nbcnews.com/id/30627962/ns/health-health_care/t/your-pharmacist-may-be-switching-yourmeds/#.WG6IFk14epq.
6. The Health Insurance Marketplaces: Know Your Rights. Accessed at marketplace.cms.gov/outreach-and-education/
know-your-rights.pdf.
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PROFILE:
Photo by Lily Nawara

Wendy Nawara, MSW
By Trudie Mitschang

Wendy Nawara struggled to have her children
diagnosed with PANDAS/PANS, eventually
leading her to found PANDAS/PANS
Advocacy and Support (www.pas.care), a
group of parents committed to changing the
landscape for PANDAS/PANS families.

WENDY NAWARA was no
stranger to medical adversities faced
by young children. The Chicago
native spent the better part of her
childhood at Children’s Memorial
Hospital with a younger brother
who had Lowe syndrome, a rare
X-linked genetic disorder. Wendy
grew up with a desire to assist children with special needs, eventually
earning both a bachelor of science
degree in elementary education and
a master’s in social work. But it
wasn’t until her own children were
diagnosed with pediatric autoimmune neuropsychiatric disorder
associated with streptococcus/
pediatric acute-onset neuropsychiatric syndrome (PANDAS/PANS)
and comorbid immune deficiencies
that Wendy discovered her true
mission and calling.
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Trudie: All three of your children were
diagnosed with PANDAS/PANS. What
advice do you offer parents of children with
chronic illness and immune deficiencies?
Wendy: Parenting children with
chronic illness that includes immune
dysfunction is not easy, but it is possible.
Anything is possible. Do your research
and understand your child’s illness so
that you know how to best advocate for
him. Don’t fear advocating for your
child, even though it is intimidating at
times. If something is not right, speak
up. Be diplomatic about this, but know
you are a partner to your physician. You
are the expert on your child.
Trudie: What were the greatest challenges you faced early on?
Wendy: My greatest challenges were the
same as those faced by most PANDAS/
PANS parents: simply being heard by
the people who were in the position to
best help us. Initially, that was our
pediatrician’s office and our school. A
15-minute visit with a doctor does not
do parents justice when trying to explain
how different their child has become,
especially when doctors don’t know how
to help. I was traumatized by what was
happening to my younger son, but had
already learned from the experience with
my older child that any behavioral
changes would be quickly misconstrued
as a parenting issue and not as a potentially physical illness that needed a closer

look. (Wendy’s younger son was first to
be officially diagnosed; her older son
started displaying symptoms at age 2,
but wasn’t diagnosed until age 15.) I’ve
also had a doctor remark that we were a
complicated family, but that he couldn’t,
or wouldn’t, help us.
Trudie: What prompted you to start a
Facebook support group in 2011?
Wendy: By the time the Facebook
group started, I had already spent a few
years working with national groups and
gaining my own support from friends
I was making nationally, and even internationally. But I always felt like something was missing. Having children with
chronic illness removes you from what
you thought were your support systems.
The ability to identify with the people
who you felt were your friends is drastically changed for a variety of reasons. I
just really wanted to be able to know the
people who were becoming my friends
and be able to meet them in person. I
had been rejuvenated after conferences
by being with people who understood
how difficult navigating PANDAS/PANS
could be. After a call from a parent in my
state looking for local help and wanting
to help others, we decided that we
should start a local Facebook group and
try to put people in the same room once
in a while. Being a social worker was a
natural step for me. But for the longest
time, I felt alone in this. That call was
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what I needed to move from just letting
PANDAS/PANS happen to my family to
really considering taking action.
Trudie: Tell us about PANDAS/PANS
Advocacy and Support (PAS).
Wendy: PAS is a group of parents who
are all committed to changing the
landscape for PANDAS/PANS families
everywhere. We are all volunteers. Our
formal mission statement: PANDAS/PANS
Advocacy and Support strives to build
public awareness of PANDAS/ PANS, and
to provide support for families dealing
with the medical, educational, social,
emotional and financial hardships of this
disorder. Our purpose is to raise funds to
alleviate a portion of the financial burden
encountered by families when treating
their children, while also increasing the
knowledge amongst medical providers,
educators and legislators at the local, state
and national levels.
Trudie: How has your nonprofit
evolved since its inception?
Wendy: We started out with support
group meetings and by providing informal 24/7 support in a private Facebook
group. But, very quickly, we knew that
further action would be needed to make
real change. How many times can you
hear that parents went to their doctor
for help and had their concerns dismissed? We knew awareness and education needed to be broadened to include
all physicians, as well as schools and
therapists. And other parents, too! Our
first try at increasing awareness and
understanding was through requesting a
proclamation for an awareness day in
Illinois. We were successful and held an
awareness day activity locally where we
educated as many passersby as we could.
We felt so empowered to take further
action, and the very next awareness day,
we began to talk seriously about meeting
a dire need in the community at large.

We knew that science might take years
to catch up with treating physicians, and
we knew that insurance coverage for a
disorder and syndrome that insurers
were waiting for science to elucidate
might take even longer; but in the
meantime, children and families were
suffering greatly without adequate
diagnosis and treatment. We decided to
provide grants to families so they could
get what they needed for their children
to get better.
Trudie: What are some of the key
initiatives you are working on now?
Wendy: We are continuously working
on providing support and mentorship
through our local group, as well as financial support through our grants nationally.
We are also focused on increasing the
understanding of PANDAS/PANS by
hosting educational meetings, grand
rounds for physicians and exhibiting at
conferences. We collaborate with groups
of parents all over the country to work on
advocacy. And, lastly, we are working on
finding a way for families to get the
standard treatments for PANDAS/PANS
covered by insurance.
Trudie: How did your work as a social
worker prepare you for your role today?
Wendy: I have a unique perspective
on what it takes to be in a family with
someone who has many different
medical needs, having grown up as the
sibling of a brother with disabilities. I
watched my parents fight to have my
brother’s needs met, and my mother was
a founding member of an international
association. That is what drove my interest in social work from a very young age.
Before I had my own children, I practiced in a school for children with
disabilities. I did assessments, family
counseling and worked on an early
childhood diagnostic team. So when my
own children began to have their own

unique medical needs, I had already witnessed firsthand how to navigate this
type of challenge.
Trudie: How did starting the group
help you personally?
Wendy: The group and the organization
have given me a sense of purpose and
saved me from some dark moments when
I thought things might not ever change
for my kids. Additionally, this life experience has taught me to trust my gut
instincts about my children’s health. I
have learned that parents need to be both
dedicated researchers and fierce advocates
for their children.
Trudie: What are your goals for the
future?
Wendy: I view them not as my goals,
but simply as goals for the entire community. To know that doctors are all
aware of what PANDAS/PANS is and
know what to do to help their patients.
To see children with PANDAS/PANS
get recognized and treated expediently.
To have insurance companies understand that a bacterial or viral illness that
impacts both the physical and mental
health of children is worth treating,
because they do not need to become a
drain on the system later.
Trudie: How are your children today?
Wendy: They are doing very well.
Our oldest son is in college and loves it.
Our middle son is a senior in high
school and is preparing to go off to
college in the fall. Our youngest, a
daughter, still has some health concerns
and receives intravenous immune globulin
therapy for autoimmune issues when
they flare up.
Trudie: What are you most thankful for?
Wendy: My ever-patient husband, Tom,
and my three strong, resilient kids.
TRUDIE MITSCHANG is a contributing writer
for IG Living magazine.
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Wrestling with the Waiting
By Stacey Philpot
I AM terrible at waiting. Grocery store
lines make me don my mean face. So,
waiting to hear about my state of health
is often more than I can deal with. If
you’re like me, this scenario might sound
familiar: You hate the gown, and you
hate the room. You hate the hospital
smell, a mixture of stale bodies and bland
food, and you hate the look of pity on the
nurse’s face. But more than anything,
you hate what comes next: the waiting.
Has the disease progressed? Is this indeed
a flare? Is there a hidden mass? What will
the tests show? When will the doctor call?
For chronically ill people, this isn’t our
first rodeo. In fact, we are seasoned
pros when it comes to all things testing
and diagnostics, so we know the drill:
Testing, waiting, followed by one of
three outcomes: 1) fine 2) not fine 3)
further testing needed. So, why is the
waiting still so hard? Why, when we lay
our heads on the pillow tonight will sleep
not find us, but instead an endless litany

going to do with ourselves for the next 72
hours of waiting? What do we do while
we’re wrestling with the waiting?
I’ve found a few things to be helpful:
Staying busy. Keeping our minds
occupied so they aren’t tempted to wander
off into unhelpful territory can be a
winning strategy. Like a straying toddler
prone to destruction, the goal here is to
keep our minds focused on happy and
enjoyable things. Do we have a grown-up
version of binge watching “Dora the
Explorer” or “Sesame Street”? Whatever
it is, let Netflix lead us to our happy place
and away from unpleasant or unproductive thoughts.
Finding support. Who can we talk to
about the anxiety we may be feeling?
Who might be willing to meet us for a
cup of coffee and some encouraging
words? We most likely know from past
experience who will offer support in these
situations, or who will tell us the story of
their friend who died of these very same

When it comes to our health,
unknowns are never fun.
of questions and possibilities? Will life be
the same, we wonder? Will we have to
endure the hellacious treatment again?
Should we consult WebMD, our trusty
medical guide? Should we remain hopeful
for a positive outcome, or prepare ourselves
emotionally for any and all possibilities?
How can our spouses possibly sleep at a
time like this? What in the world are we
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ailments just 12 hours after their diagnosis.
We want to choose wisely when we share
the details of our medical lives.
Speaking up about what I need.
Sometimes while we wrestle with the
waiting, we want and need space; other
times, we crave connection. If we don’t
want a text per hour from family members
inquiring about the results of our tests,

we need to set some boundaries up front.
Who do we plan on telling when? It’s up
to us to make these things plainly known.
This way everyone experiences as little
pressure and anxiety as possible.
When it comes to our health,
unknowns are never fun. We want to
know what we’re dealing with, and we
want to know right this very second.
Where is Dr. McCoy of “Star Trek” with
his tricorder to scan us and offer his
immediate report when we need him?
If we skip to the next generation, we can
receive diagnosis and treatment all in one
skillful scan by the doctor onboard our
space flight.
For now, the reality is this: Our medical
journeys sometimes involve a great deal
of waiting. While the outcomes remain
unknown and out of our control, how we
wrestle with the waiting is ours for the
taming.

STACEY PHILPOT is an author,
goofball and avid reader. You can
find her blog at chronically
whole.com, where she shares her
journey of making the most of a life touched by
common variable immunodeficiency, Lyme disease
and rheumatoid arthritis.

LIFE AS A 20-SOMETHING

Don’t Feed the Fear:
It’s Going to Happen Anyway
By Ilana Jacqueline
THE OTHER day, I was staring out a
bright window into a parking lot, listening to the sound of my face vibrating as
my dentist drilled into another tooth. I
was at peace. There was a nice pillow
under the back of my head. I’d just had a
new port put in last week that my surgeon had wired through my neck, which
made it difficult to lean back comfortably
on my own. There was R&B and jazzy
holiday music playing in the background.
I could hear the whir of drills going into
the mouths of other patients and their
subsequent moans of terror. And I
thought: I fear nothing. I am a mountain.
I am unmoved by your torture, Dr. Katz.
You think your drill is going to upend
me? No, see, you don’t know what 2016
was like for me.
As a child, I was very sensitive. I feared
throat cultures, contact lenses and IVs. I
didn’t like other people having momentary control over my body. I didn’t like
eye drops or teeth cleanings. But, somewhere along the way — maybe after the
10th surgery — I just let go. It wasn’t
easy, but I slowly warmed up to the idea
that having a chronic illness meant I was
going to be chronically uncomfortable
undergoing procedures I disliked, and I
might as well just give in. Suddenly,
sticking my fingers in my eyes to put in
and pull out a little plastic lens seemed
like a cakewalk — at least compared to
the invasive procedure of having plastic
splints pulled from the depths of my
sinuses after septoplasty.
Needles become a constant in my
treatment of both primary immune deficiency disease and dysautonomia. So, I
could not handle the stress of being afraid

every day. A big part of my transition
away from fear occurred during the first
few months of subcutaneous immune
globulin therapy. Sticking subcutaneous
needles into my abdomen? A horror show
in my head, but in reality, not as many
fireworks as I’d originally thought. I

nose (or in other equally disquieting
places).
Once, I accompanied my mother to an
optometrist appointment after she had a
retinal tear. She said the repair procedure
was like something out of a horror movie,
but she survived it.

We don’t know how strong we are until
it’s happening to us, until the doctor sits
us down in a chair and says: “I promise
this won’t hurt at all.”
asked my doctors to allow me to practice
inserting the needles myself. I got comfortable. I realized how very little could
actually “go wrong.”
I’ve seen all kinds of horrifying procedures. Last week, I went to visit a friend
in the hospital who has a gastrointestinal
disease. She was doing poorly and after
several surgeries, her doctors decided to
place an nasogastric tube, a feeding tube
that goes into the nose, down the back
of the throat and into the stomach.
Frankly, the idea of it makes me kind of
pale. How could anyone live like that,
even temporarily? But, then I remembered the look on my friends’ faces the
first time they saw my port and realized
I had a large needle in my chest that was
accessed 24/7. Rarely can you imagine
the kind of discomfort you can handle
until they’re shoving the tube up your

We don’t know how strong we are
until it’s happening to us, until the doctor
sits us down in a chair and says: “I
promise this won’t hurt at all.” I know
it’s not the cheery advice you’d like when
you’re staring down the optionless road
of operations, but maybe before the
moment comes when you need to hear
“It’s going to be OK,” you need someone
to say “It’s going to happen either way.”
Don’t feed the fear.
ILANA JACQUELINE is a
27-year-old dysautonomia and
primary immune deficiency disease
patient from South Florida. She’s
been writing professionally since
2004 on everything from health and wellness
to celebrities and beauty. Her blog www.letsfeel
better.com is both a personal collection of anecdotes
about life with chronic illness, as well as a resource for
patients of all ages.
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Traveling with PI Kids
By Jessica Leigh Johnson
SUMMER IS almost here. It’s time for
families to plan their summer vacations.
While traveling with primary immunodeficiency disease (PI) kids may be a bit
more complicated, it’s not impossible
and doesn’t have to be avoided. With a
little extra planning and some careful
consideration, families with PI kids can
still enjoy a special vacation and make
lasting memories.
This past summer, my husband and I
pulled off what I thought would be
impossible: We took our four children,
three of whom have PI, to Scandinavia
for almost three weeks. To a “normal”
parent, this might sound like a dream
vacation. But to a mother of three PI
boys, this felt like my worst nightmare.
Of course, I thought of all of the things
that could go wrong. First and foremost
on my mind was: “What if one of the
boys got sick?” We’d be so far from home
and the doctors who treat them. I tried to
convince my husband this trip was a bad
idea, but he said he and the kids were
going, and I could stay home if I
wanted. Since that wasn’t an

option, I figured I’d better start planning
to make sure everything went as smoothly
as possible. Here are some tips that
helped us:
Schedule a pre-trip doctor visit.
Parents of PI children should plan to
visit the doctor one to two weeks before
their vacation. This way, the doctor can
make sure the child is healthy enough to
travel, and check for any infections or
conditions that could be treated before
leaving home. While at the doctor’s
office, ask for a prescription for a broadspectrum antibiotic such as amoxicillin,
which will cover a sinus infection or
other typical infection that may develop
before the child can get to a doctor.
Most doctors will prescribe one if you
explain your situation.
Plan infusions accordingly. For
children receiving intravenous immune
globulin (IVIG) therapy every three to
four weeks, a trip could easily take place
between infusions, eliminating concerns
about infusing while away from home.
But for those who receive subcutaneous IG (SCIG) infusions weekly, any
trip longer

than seven to 10 days will have to include
at least one infusion, and supplies will
need to be brought along. Long car or
plane trips are a perfect time to administer SCIG infusions. Since children are
strapped into their seats with no place
to go for hours, it’s a perfect way to
multitask!
Pack medications appropriately.
One of the major concerns about traveling with PI kids is how to transport their
SCIG medication, especially when flying.
Liquids can be stored in checked baggage,
but if the baggage is lost or damaged, this
would pose a problem. Also, bringing the
medication in a carry-on bag allows for
immediate access. Most people with PI
feel more comfortable keeping their IG
with them — at least one infusion’s
worth. But, since liquids taken on planes
are limited to what can fit in a one-quart
bag, does that include medication? Can
it be brought on board the plane?
According to the Transportation Security
Administration (TSA), the answer is yes.
According to TSA, travelers can bring
medications in pill or solid form in
unlimited amounts as long as it is
screened. Liquid medication is allowed
“in carry-on bags in excess of 3.4 ounces
in reasonable quantities for the flight.”1
Medically required liquids don’t need to
be placed in a zip-top bag like other
carry-on liquids, but it’s still a good idea
in case the bottle leaks or the bag shifts
during flight. However, parents of PI
kids must tell the TSA officer they are
carrying medically necessary liquids on
board at the start of the screening checkpoint process. Per the TSA’s website,
“Medically required liquids will be
subjected to additional screening that
could include being asked to open the
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container.”1 It’s also a good idea to bring
along several copies of a note, written and
signed by the child’s doctor, stating the
child’s name, the name of the medication
and dosage amount, and the reason the
child needs the medication. This eliminates any doubt the TSA agent may have
during the screening process.
Find travel-friendly versions of therapy.
Many children with PI have medical
equipment they use on a daily basis such
as nebulizers or airway clearance systems
like the VEST. Bringing these along isn’t
a big deal when traveling by car. But
when flying, it could mean another
check-in bag, and another piece of luggage to drag from airport to hotel to train
station, etc. And, airport baggage handlers
aren’t always known for being gentle with
luggage. Is an expensive piece of medical
equipment something that should be
thrown into a plane’s cargo hold?
Since most vacations are relatively short,
parents should ask their child’s doctor if
certain therapies can be skipped for a week
or two, or if a smaller, handheld device
could be substituted for the more cumbersome (and expensive) medical equipment.
We asked our doctor for an alternative to
our son’s VEST that weighs 35 pounds.
He gave us a handheld device called an
Aerobika, and it worked just fine.
Plan for disaster. Hopefully, no natural
disasters will occur while on vacation, but
when it comes to PI, medical disasters
can strike at any time. Parents should
think of every possible minor medical
complication that could arise, and pack
the necessary medication for it. While
preparing for our trip, we packed for
constipation, diarrhea, eye infections,
fungal rashes, cuts and scrapes,
headaches, fevers, etc. You name it, we
packed it. This may sound like overkill,
but it eliminates the need for parents to
travel out of their way to find a pharmacy,
especially if in another country where the

medication name, dosing instructions or
list of ingredients are in a foreign language.
Better to be safe than sorry. And, believe
it or not, all of these medications can fit
in a portion of one suitcase.

in developing countries, and drinking
bottled and canned beverages instead.
Hot foods should be safe to consume
because bacteria that causes diarrhea is
killed with high heat, but food that sits

Hopefully, no natural disasters will occur
while on vacation, but when it comes to PI,
medical disasters can strike at any time.
Check your insurance policy. It’s a
good idea to check if the patient’s insurance policy covers care overseas. Most regular health insurance plans provide partial
coverage for policyholders who are traveling in another country, but some offer
none. Countries with universal healthcare
might offer financial assistance with
minor needs, but they are under no obligation to do so for foreigners. In the event
of a major medical crisis abroad, families
from the U.S. may find themselves with a
hefty hospital bill, or the added expense of
emergency travel back home.
The Centers for Disease Control and
Prevention (CDC) suggests purchasing
additional insurance policies designed
uniquely for those with chronic illness
who are traveling abroad. These include
trip cancellation insurance, in the event
of an illness or medical emergency that
might require rescheduling or cancelling
travel plans, and travel health insurance,
which covers the cost of healthcare
received in other countries.2
Avoid tummy troubles. Children with
weakened immune systems are at increased
risk for something called travelers’ diarrhea.
According to CDC, carefully selecting the
foods and beverages your child eats and
drinks while on vacation may help lower
the risk of gastrointestinal troubles. CDC
recommends avoiding tap water, especially

and is allowed to cool such as in a buffet
should be avoided. Also, encourage frequent handwashing, and remind children
to avoid touching surfaces other people
have touched such as doorknobs and stair
rails that may be covered in germs.3
Although the thought of taking a vacation may seem overwhelming, families of
children with PI don’t need to feel restricted
when it comes to travel. Concerned parents should consider starting with shorter
trips close to home. Then, if things go
well, destinations can become farther
away, and trips can be lengthened. There
is an entire world waiting to be explored,
and the memories made on family vacations
will last a lifetime. With a little advance
preparation and a few precautionary
measures, those living with PI can safely
travel almost anywhere. Bon voyage!
JESSICA LEIGH JOHNSON
is a stay-at-home mom and mother
of four kids, three of whom have
X-linked agammaglobulinemia. She
is a member of American Christian
Fiction Writers and has written one book about the
loss of her son to a primary immunodeficiency.
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A Patient’s Guide to Healthcare Apps
By Trudie Mitschang
HealtH-related mobile apps are rapidly becoming
mainstays for tracking, managing and maintaining health. For
the chronically ill, technology can offer practical and moral
support, and facilitate everything from interacting with
physicians and filling prescriptions to monitoring symptoms
and tracking medication side effects. Even better, many of these
apps are completely free (or available for a nominal fee) to
download on a smart phone or tablet, and most are very easy to
use, even for the not-too-tech-savvy.

Practical Help to Make Life Easier
When it comes to self-managing chronic illness, data collection
is usually one of the first things to master. Collecting data about
symptoms, reactions and overall health is time-consuming and
monotonous, and for those suffering from brain fog (common
among the chronically ill), it could be that much more challenging.
That’s where a monitoring app can really help. Depending on
the app, things like sleep habits, food consumption and reactions,
medication usage, activities and vitals signs can be tracked.
These apps even log the data and may send information directly
to a patient’s physician. Some apps will track vitals manually or
through the use of wearable sensors, and reminders such as for
taking prescribed medications can be set up.

Spoon Tracking
Many patients with invisible chronic illness identify themselves
as “spoonies,” a reference to the Spoon Theory analogy touted
by But You Don’t Look Sick founder Christine Miserandino.
According to the theory, spoons are a visual reference to the
amount of energy an individual has to expend on any given day;
when the spoons run out, the person is spent. To better assess
what activities seem to zap energy reserves, patients can consider
a tracker app that helps index overall activity for designated
periods of time. They can then use the index to see which
physical, emotional and mental activities consistently leave them
feeling drained. Keeping records like this over a period of time
can help to make informed lifestyle choices that will positively
impact both health and spoon count.

to sink in and that initial push to succeed is lost. While few can
afford the motivation that comes from working with a personal
trainer or chef, thanks to mobile technology, downloadable apps
offer ongoing support, goal tracking, meal plans, grocery lists
and customizable workouts. Having daily reminders that
prompt people to take a walk, drink more water or set aside 15
minutes to pursue a personal goal may be just the push they need
to achieve short- and long-term aspirations.

Feeling Empowered

Goal-Setting and Motivation

Patients living with chronic illness may feel very dependent on
their healthcare team and caregivers. One of the significant
benefits of today’s mobile healthcare apps is that they can put a
measure of control back into the hands of patients. By becoming
more aware of various symptoms, triggers, medication reactions
and vital signs, patients will feel much more empowered, knowledgeable and prepared for regularly scheduled physician
appointments.
Whether already technologically savvy or relatively new to the
app world, patients are managing health and monitoring illness
with phone, tablet and computer-based apps that become
welcome and even indispensable members of an ongoing
healthcare team.

Every year, millions of people set goals to exercise more and
eat healthier. Somewhere into the first few weeks, reality tends

trudie mitscHang is a contributing writer for IG Living magazine.
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Apps Worth Accessing
My Pain Diary

Chronic Illness Assistant

My Pain Diary tracks chronic pain, symptoms,
triggers and more to create detailed reports for
doctors. Available for iOS and Android.

The Chronic Illness Assistant is a website and mobile
app that offers comprehensive support for the management of chronic illness. Available for iOS and Android.

$4.99

Free

Symple

CareZone

Symple allows patients to monitor the ebb
and flow of symptoms over long periods of
time. It is designed by both patients and
doctors. Available for iOS and Android.

CareZone makes it easy to document symptoms, keep
track of appointments and organize contacts for doctors,
insurance, pharmacies and more. It will send reminders
to take medications or refill them. A journal is included
to document day-to-day symptoms, record doctor
instructions and even privately share updates with family
members. Available for iOS and Android.

Free, with in-app upgrades

TracknShare
TracknShare is a series of apps allowing
patients to track everything from bowel
movements, habits, autism health needs,
mindfulness and happiness. Available for
iOS and Android.

Free

Flaredown
Flaredown is a comprehensive symptom
tracker for autoimmune and invisible illnesses.
It is built by patients, for patients. Available
for iOS and Android.

Free

ME/CFS Diary Pro
This app monitors not only symptoms but
also activities. It’s designed to help patients
manage activities and fatigue by tracking
things such as sleep, diet, activity pacing
and immune system support. Available for
iOS and Android.

Available for seven-day free trial

Free

GI Buddy
This app gives patients all the prompting and data
needed to effectively manage GI conditions with
healthcare providers. It has features to help track
symptoms, treatment plans and diet, and it emails all
the information needed for a constructive visit with
the doctor. Available for iOS and Android.

Free

My Medical Info
My Medical Info lets patients easily organize all health
information in one place, where they can view it, update it
and share it with doctors. Available for iOS and Android.

99 cents

Pillboxie
Pillboxie allows patients to “visually” manage meds.
Scheduling a reminder is as easy as dropping a pill into
a pillbox. It is designed and developed by a registered
nurse. Available for iOS and Android.

$1.99

Shift Wheel
My Action Planner

Shift Wheel lets patients see their whole self.
Each day, they can create their own colorful
life wheel that shows a view of life balance.
The app tracks eight key life attributes: body,
mind, soul, love, work, nature, gratitude
and community. Available for iOS.

My Action Planner is a mobile implementation of the
popular Action Plan of Stanford University School of
Medicine’s Chronic Disease Self-Management Program.
This goal-setting tool can help patients make changes to live
a healthier and happier life. Available for iOS and Android.

Free with $1.99 in-app upgrades

99 cents
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BOOK CORNER

Surviving and Thriving with an Invisible
Chronic Illness: How to Stay Sane, Be Your
Own Advocate, and Live Your Best Life
Author: Ilana Jacqueline
Publisher: New Harbinger
In this part-memoir and part-self-help book, Jacqueline shares the secrets
she’s learned from living with two life-limiting diseases and offers tips for
the “real stuff ” patients deal with every day: taking charge of healthcare,
managing relationships, building self-esteem and learning to thrive with a
disability or invisible illness. The book helps to answer questions such as:
How will my friendships, marriage and sex life survive frequent and unforeseeable symptoms? Why does the hospital think I have $4,000 to hand over
to them when I’m on the verge of passing out in the ER waiting room? And,
is this all just a phase, or are we looking at 10 or 20 years to life? Topics
included in this amusing and informative book include explaining to family,
friends and even coworkers what your disease is and how
it impacts your life; how to work with your
doctor to ensure your best treatment and
prepare for the twists and turns that
come with an unpredictable illness;
coping with changes in your appearance such as weight gain, surgical
scars or medical assistive devices;
and how to continue striving for
a better quality of life. The book
will be available in early 2018.

Finding Hope
in the Journey
Author: Heidi Tucker
Publisher: The Pickled
Sunflower
Finding Hope in the Journey is written for anyone
who has felt despair, yet yearns for assurance.
Experience with depression, chronic pain, a son
returning home early from a mission and other
difficult journeys gave author Heidi Tucker reason
to lose faith. But through her struggles, she found
healthy patterns that positioned her heart to see
God’s hand in her life. This book is written to teach
readers how to see, hear and feel those quiet, tender
moments of hope. The friendly style of writing is easy
to embrace as principles are taught and reinforced
through true stories. This book will inspire readers
to rise up and find new strength, courage
and determination to move forward as they
implement tools to recognize messages
of hope from God.

new and
useful reading

The Autoimmune
Wellness Handbook
Authors: Angie Alt and Mickey Trescott
Publisher: Rodale Books
The Autoimmune Wellness Handbook,
from Mickey Trescott and Angie Alt of
Autoimmune-Paleo.com, is a comprehensive
guide to living healthfully with autoimmune disease. Trescott and Alt introduce
a complementary solution that focuses
on seven key steps to recovery: inform,
collaborate, nourish, rest, breathe, move and connect. Each step
demystifies the process to reclaim total mind and body health.
With five autoimmune conditions between them, Trescott and Alt
have achieved results using the premises laid out in the book,
which goes well beyond nutrition and provides the missing link
to help people get back to living vibrant, healthy lives.
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ACSM’s Exercise
Management for Persons
With Chronic Diseases
and Disabilities,
4th Edition

Authors: American College of Sports
Medicine, Geoffrey Moore, J. Larry Durstine
and Patricia Painter
Publisher: Human Kinetics
Developed by the American College of
Sports Medicine, this text presents a
framework for optimizing patients’ and
clients’ functionality by keeping them
physically active. It provides evidenceinformed guidance on devising individualized exercise programs
for persons with chronic and comorbid conditions. Included
is information on basic physical activity and exercise
recommendations, exercise programming, counseling and
socioecological factors, chronic conditions strongly associated
with physical inactivity, as well as chapters focusing on 23
specific diseases and case studies involving 37 conditions.

RESOURCE CENTER
Ataxia Telangiectasia (A-T)
WEBSITES

• A-T Children’s Project:
www.atcp.org

Chronic Inflammatory Demyelinating
Polyneuropathy (CIDP)
WEBSITES

• GBS/CIDP Foundation International:
www.gbs-cidp.org

Multiple Sclerosis (MS)
WEBSITES

ONLINE PEER SUPPORT

• Evans Syndrome Research and Support Group:
www.evanssyndrome.org

Guillain-Barré Syndrome (GBS)
WEBSITES

• GBS/CIDP Foundation International:
www.gbs-cidp.org
• The Foundation for Peripheral Neuropathy:
www.foundationforpn.com
ONLINE PEER SUPPORT

• GBS Support Group: www.gaincharity.org.uk
• GBS/CIDP Foundation International Discussion
Forums: forum.gbs-cidp.org/forum/main-forum

Idiopathic Thrombocytopenic Purpura (ITP)
WEBSITES

• ITP Support Association – UK: www.itpsupport.org.uk
• Platelet Disorder Support Association: www.pdsa.org

Kawasaki Disease
WEBSITES

• American Heart Association:
www.heart.org/HEARTORG/Conditions/More/
CardiovascularConditionsofChildhood/KawasakiDisease_UCM_308777_Article.jsp#.T1T2boePWE0
• American Academy of Family Physicians:
www.aafp.org/afp/2006/1001/p1141.html
• Kawasaki Disease Foundation:
www.kdfoundation.org
• KidsHealth:
kidshealth.org/parent/medical/heart/kawasaki.html

• Neuropathy Action Foundation:
www.neuropathyaction.org

• Multiple Sclerosis Association of America:
www.msaa.org

• Western Neuropathy Association: www.pnhelp.org

• Multiple Sclerosis Foundation:
www.msfocus.org
• National Multiple Sclerosis Society:
www.nationalmssociety.org
ONLINE PEER SUPPORT

• MSWorld’s Chat and Message Board:
www.msworld.org

Myasthenia Gravis (MG)
WEBSITES AND CHAT ROOMS

• Myasthenia Gravis Foundation of America (MGFA):
www.myasthenia.org
ONLINE PEER SUPPORT

WEBSITES

• United Mitochondrial Disease Foundation:
www.umdf.org

WEBSITES

• The Foundation for Peripheral Neuropathy:
www.foundationforpn.com

• The Foundation for Peripheral Neuropathy:
www.foundationforpn.com

Primary Immune Deficiency Disease (PI)
WEBSITES

• Immune Deficiency Foundation:
www.primaryimmune.org
• Jeffrey Modell Foundation: www.info4pi.org
• The National Institute of Child Health and
Human Development (NICHD):
www.nichd.nih.gov/Pages/index.aspx
• American Academy of Allergy,
Asthma & Immunology: www.aaaai.org
• International Patient Organisation for
Primary Immunodeficiencies (IPOPI) — UK:
www.ipopi.org

Myositis

• New England Primary Immunodeficiency Network:
www.nepin.org

WEBSITES

• The Myositis Association: www.myositis.org
• International Myositis Assessment and Clinical
Studies Group: www.niehs.nih.gov/research/
resources/imacs/main.cfm
ONLINE PEER SUPPORT

• Juvenile Myositis Family Support Network:
www.curejm.org/fsn/index.php
• The Cure JM Foundation:
www.curejm.org
• Myositis Association Community Forum:
tmacommunityforum.ning.com
• Myositis Support Group – UK:
www.myositis.org.uk

• Rainbow Allergy-Immunology:
www.uhhospitals.org/rainbow/services/
allergy-immunology
ONLINE PEER SUPPORT

• IDF Common Ground: www.idfcommonground.org
• IDF Discussion Forum: idffriends.org/forum
• IDF Friends: idffriends.org
• Jeffrey Modell Foundation Facebook Page:
www.facebook.com/JMFworld
• Michigan Immunodeficiency Foundation:
www.facebook.com/groups/108048062584350

Scleroderma
WEBSITES

Pediatric Autoimmune Neuropsychiatric
Disorder Associated with Streptococcus
(PANDAS)
WEBSITES

• Guide to P.A.N.D.A.S. Syndrome:
www.pandas-syndrome.webs.com

• Midwest PANS/PANDAS Support Group:
www.igiveforkids.com

• Scleroderma Foundation: www.scleroderma.org
• Scleroderma Research Foundation: www.srfcure.org
• Johns Hopkins Scleroderma Center:
www.hopkinsscleroderma.org
ONLINE PEER SUPPORT

• Scleroderma Support Forum:
curezone.com/forums/f.asp?f=404
• International Scleroderma Network:
www.sclero.org/support/forums/a-to-z.html

• Behavioural Neurotherapy Clinic – Australia:
www.adhd.com.au/PANDAS.htm

Stiff Person Syndrome (SPS)

Pemphigus and Pemphigoid

• American Autoimmune Related
Diseases Association Inc.: www.aarda.org

WEBSITES

• MitoAction: www.mitoaction.org

Multifocal Motor Neuropathy (MMN)

• Texas Chapter of the Neuropathy Association:
www.handsfeetheart.org

• Genetic Alliance:
www.geneticalliance.org

• P.A.N.D.A.S. Network:
pandasnetwork.org

Mitochondrial Disease

WEBSITES

• All About Multiple Sclerosis:
www.mult-sclerosis.org/index.html

• Friends with MS: www.FriendsWithMS.com

Evans Syndrome

Peripheral Neuropathy (PN)

WEBSITES

• The International Pemphigus and Pemphigoid
Foundation: www.pemphigus.org

• Genetic Alliance: www.geneticalliance.org
• Living with Stiff Person Syndrome
(personal account): www.livingwithsps.com
• Stiff Person Syndrome:
www.stiffpersonsyndrome.net
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