Hizentra Co-Pay Relief Program
Increases Financial Assistance to Patients
CSL Behring is driven by its commitment to improving the quality of life
for patients with rare and serious diseases. To further assist with your
out-of-pocket costs, CSL Behring has enhanced the Hizentra Co-Pay
Relief Program.
New or current patients can now receive up to $5,000 in assistance
per year with no monthly cap*†
Covers co-payments, deductibles, and coinsurance
*Other terms and conditions may apply.
†This program applies to product costs only; however, assistance for infusion-related costs may be available through a non-profit patient support organization. Contact IgIQ to learn more.

Brief Eligibility Guidelines
Assistance is available to patients with PI who express financial need
Patients must be 2 years of age or older and receive Hizentra through a specialty pharmacy or physician office
Patients must be covered under a private US insurance plan
Not valid for prescriptions eligible for reimbursement by any federal or state healthcare program, as Medicare, Medicare
Advantage plans, Medicaid, PCIP, Champus, TriCare, Veterans Administration (VA), or any other state or federal program.
Patients whose insurance policies prohibit co-pay assistance are not eligible

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

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 transfusion-related 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
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Increases Financial Assistance to Patients
Enhancements to the Hizentra Co-Pay Relief Program mean new and current
patients who express financial need can receive up to $5,000 per year in
out-of-pocket cost assistance. See inside for more details.

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. Do not inject into a blood vessel.
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

-------------------------------DOSAGE FORMS AND STRENGTHS---------------------------0.2 g per mL (20%) protein solution for subcutaneous injection
-------------------------------------CONTRAINDICATIONS-------------------------------------• Anaphylactic or severe systemic reaction to human immune globulin or components of
Hizentra, such as polysorbate 80
• 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----------------------------• Pregnancy: No human or animal data. Use only if clearly needed.
• Pediatric: No specific dose requirements are necessary to achieve the desired serum
IgG levels.
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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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UP FRONT

IG Therapy:
A “Rare” Treatment
PRIMARY IMMUNODEFICIENCY disorders (PIs) are known as “rare” diseases,
and although the number of patients affected is an educated guess, only approximately
250,000 of the more than 325 million people in the U.S. have been diagnosed. Because
the disorders are so rare, those living with PIs often express their deep frustration about
the lack of recognition and understanding of this “invisible” disease that is often met with
skepticism by those unfamiliar with it. But, it’s not just PIs that are rare and largely
unknown. Immune globulin (IG) therapy, which is the only treatment that will curb
infections in PI patients, is just as unfamiliar. Very few people if asked would say they have
heard of IG therapy, despite the fact that it dates back to the 1890s and has been used to
treat PIs since the 1950s, as well as a host of other diseases over the last several decades.
Due to the complicating factors involved with IG, prescribing it is a serious decision. As
immunologist E. Richard Stiehm explains in his article “Treating Immunodeficiency Disorders
with Immune Globulin,” this is especially true for PI patients who face a lifetime of treatment.
IG therapy works by replacing inadequate or insufficient proteins that protect against infections.
Even so, IG therapy has both advantages and disadvantages. Fortunately, patients now have more
infusion options to choose from, including subcutaneous (SCIG) and intravenous (IVIG)
administration, dosing, frequency and site of care.
Today, there are 13 IG products on the market, all approved to treat PIs. To serve the growing
number of patients treated with IG, manufacturers continue to introduce new products with
additional advantages, two of which became available in the last couple of years. Immunologist
Bob Geng provides an in-depth look at one of these in his article “Hyaluronidase-Facilitated
SCIG.” HYQVIA offers a novel approach for SCIG administration with the use of an enzyme
that helps to deliver a higher volume of IG in less time and less frequently (monthly vs. weekly or
semi-weekly). Yet, despite its advantages and because of its novelty, there are some concerns,
including trough levels and its more complicated administration. The other new product, which
is discussed in our news section, was approved by the U.S. Food and Drug Administration in
September. CUVITRU is a more traditional 20% SCIG that does not contain proline, which
allows the drug to be administered in greater amounts in less time.
Interestingly, less than half of all IG prescribed in the U.S. is used to treat PIs. IG products are
also indicated for six other diseases, as well as kidney and bone marrow transplants. And, while
many insurance companies, as well as Medicare, recognize IG treatment for some neurologic,
dermatologic and hematologic conditions, IG is used to treat many more off-label indications.
In this issue, we present two of those: interstitial lung disease (Clinical Brief) and a mysterious
undiagnosed disease (Let’s Talk).
As always, I hope you gain insight from the information presented and enjoy this edition
of IG Living.
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ABBIE’S CORNER

Drug Price Gouging: Will There Ever Be an End?
By Abbie Cornett
ONE YEAR LATER, and another drug
pricing scandal makes headlines with the
familiar scenario of escalating pricing of
an old patent drug for unseemly profit.
This time, it’s Mylan Pharmaceuticals
and its product EpiPen.
To recap my column in the Feb-Mar
2017 edition about a similar situation, the
poster child for bad behavior in the pharmaceutical industry, Martin Shkreli of
Turing Pharmaceuticals, made international news when he raised the price of
Daraprim (pyrimethamine) from $13.50
to $750 a pill, a more than 5,000 percent
increase. Daraprim was developed in 1953
and “is the only medication available to
treat toxoplasmosis, an infection contracted

involving discrimination under the 340B
drug discount program.2 On Sept. 23, 2015,
a congressional oversight committee issued a
letter to Shkreli and Turing Pharmaceuticals
requesting information on the decision to
raise the price of Daraprim. Then, in
December 2015, amid the scandal of
Daraprim and a federal indictment, Shkreli
resigned as CEO of Turing.
Flash forward almost a year later, and
the names have changed but the practice
hasn’t. Now, the company is Mylan and
the drug EpiPen. In 2007, Mylan
“acquired the rights to the drug and has
steadily increased the per-dose list price
from $50 a shot to $304,”3 or more than
$600 for a two-pack, the only way it is sold.

When is the public outrage going to
reach a point when political leaders
make a policy decision?
from cat parasites that can cause birth
defects. It is also used as a co-treatment for
HIV infections, some cancers and malaria.”1
Because of its small market share, no
generic alternative has been developed.
This drastic increase in the price of an old
drug shed a light on the ugly pricing
practices of some in the pharmaceutical
industry, and became a political hot potato
when several physician groups, patient
support groups and members of industry
cried foul. In response, the National Alliance
of State and Territorial AIDS Directors sent
a letter to the office of Pharmacy Affairs
within the Health Resources and Service
Administration detailing possible violations
6
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Like a bad case of déjà vu, Mylan’s
CEO, Heather Bresch, was asked by the
House Committee on Oversight and
Government Reform to account for her
company’s actions.4 In what appears as
either an attempt to avoid government
action or a public relations move, Mylan
almost immediately announced the
release of a generic version priced at $300
for the two-pack.3 While much less than
the current price, it is still significantly
more than the price of the drug when the
company purchased the patent in 2007.
Historically, these types of disputes over
pricing went largely unnoticed by the general public because they were battles fought

IGLiving.com

by a small minority needing specialty drugs
for rare diseases. The EpiPen controversy
brought the fight into the mainstream.
EpiPen, which is used to treat lifethreatening allergies, is a “brand so common
it’s used like Kleenex, one that millions
of children carry in their backpacks.”4
Parents of children with severe allergies
have grown increasingly frustrated with the
rising cost of the drug. This frustration
came to a head at the beginning of the
school year, when an electronic petition was
circulated to “stop the EpiPen gouging” and
was signed by almost 150,000 people.5
The question is: What can be done to stop
predatory pricing practices? Is public outrage
going to reach a point that forces political
leaders to make a policy decision? Recently,
CBS News interviewed Martin Shkreli about
the increased price of EpiPen and drug
pricing in general. For all of his bad behavior, he stated something that resonated with
me about government subsidization and
regulation of these types of medicines: “We
want so bad for these medicines to be prized
and holy and above the normal laws of capitalism that I think it’s not such a bad idea.”6
I will continue to keep you updated on
this topic.
ABBIE CORNETT is the patient advocate for
IG Living magazine. She can be reached at patient
advocate@igliving.com or (800) 843-7477 x1366.
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FACES OF IG

»

Join the conversation! Connect with other immune globulin patients through IG Living’s Facebook page
at www.facebook.com/IGLivingMagazine. See our daily posts of interesting articles and facts, as well as thoughtprovoking questions that you can chime in on. Following are some snapshots of what’s being discussed.

Invisible illness! Comments?
I am in this place often. I am this at the masquerade. I have had to be. I learned to “tough it
out.” People don’t believe you; [they] think you’re a “drama queen” if you show them what is
really going on. There is great sympathy for those with cancer, multiple sclerosis, etc., as there
should be. But if you do not fit into the sympathetic disease category, you won’t get much [sympathy].
Not that [sympathy] is what you are looking for; you just want understanding when you can’t
make that event, etc. So on goes the masquerade! You won’t make another day otherwise.
— J Stewart-DiNottia
I had a coworker tell
me that if I would just
pray harder, I would
be healed. However, it
appears I have been given
this thorn in the flesh.
— PS Byers

Does anyone advocate for you?
No. It’s tough, but I have to just keep walking the road. The
alternative just isn’t an option. We have to be in the fight to win.
— K Peterson
I do not have an advocate. I have interviewed one before, and I knew far more
than she did. The thought of someone advocating for me who is less knowledgeable
than me is frightening. Even well-meaning family speaking for you is not a good
idea. Getting the right information to the doctor/nurse is extremely important,
and most of the time, no one really knows what you go through. I navigate
the many doctors, insurance approvals, etc. [It’s a] full-time job.
— J Sonkin
Just my immunologist’s office. They’re pretty great most of the time. My adult daughter and my brothers seem
to be in denial. My sister went to an Immune Deficiency Foundation retreat with me and learned a lot.
— NW Johnstone

Tell us how you cope!
At first, it was a relief to get the diagnosis of myasthenia gravis. Then, [it was a] nightmare being
introduced into a world I never knew existed. I went to a few different neurologists until I found
one I could work with. To this day, it is still tough because, once in a while, I can have a great day,
and then, boom, it hits and I am reminded I can’t do what I used to do. Also, [there are] constant
trips to the doctor because one medicine always leads to another, and I have to be checked quite
often. To this day, it is still difficult dealing with a chronic illness because it does change your life.
— J Sonkin
I was already diagnosed with another chronic illness in 2007, and then another in 2008. So
this was just another one in my long list of chronic diseases to add to my collection of health
issues. Not a big deal — just another health issue to live and deal with.
— R Dvorkin
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IMMUNOLOGY 101

DiGeorge Syndrome Development:
“The Timing Is Off,” Part 6 (Cardiac System)
By Terry O. Harville, MD, PhD
PREVIOUSLY, WE discussed the improper timing and
sequence of the formation of anatomic structures that result in
DiGeorge syndrome (DGS) and partial DGS (PDGS) features.
In this issue, we continue the discussion of the improper timing
of cardiac system development, which may result in different
malformations or lesions of the heart and blood vessels.
During normal, post-birth function of the heart, blood
returns from the veins in the body into the right atrium and is
pumped into the right ventricle. The right ventricle pumps
blood through the lungs to exchange carbon dioxide released
into the blood by tissue metabolism with oxygen from the air
inhaled into the lungs (right-sided circulation). Once circulated

through the lungs, blood is collected in the left atrium and
pumped into the left ventricle, which then pumps the blood
throughout the body (left-sided circulation) to begin the
cycle anew.
During fetal development, the lungs are not used for gas
exchange. Instead, a special blood vessel, the patent ductus
arteriosus (PDA), allows the blood from the right ventricle to go
directly into the left-sided circulation. Thus, the PDA plays a
critical role in normal cardiac physiology prior to birth. After
birth, when the lungs are used, the PDA closes down, resulting
in normal postnatal circulatory status in which the right-sided
and left-sided circulations are separated.
When malformations of the heart
occur in DGS or PDGS, heart chambers
and valves may not form, walls
Table 1. Percentages of Specific Cardiac Lesions in Infants with a Diagnosis of
DGS or PDGS
between the chambers may not develop,
and branches of the blood vessels may
Cardiac Lesion
A(% who Succumbed)
B(% who Survived)
not form or may be out of place, so
that a variety of potential cardiac
Interrupted Aortic Arch Type B
30
15
lesions may result. Some of these
Truncus Arteriosus
23
23
lesions, known as ductal-dependent
Tetralogy of Fallot
21
15
Ventricular Septal Defect
6
23
lesions, are potentially lethal, especially
Transposition of the Great Arteries
4
when the PDA closes after birth.
None
3
8
Prior to the 1980s, infants born with
Right-Sided Aortic Arch
5
DGS or PDGS and certain ductalPatent Ductus Arteriosus
5
dependent lesions would not survive
Pulmonary Stenosis
1
after birth once the PDA closed.
Aberrant Right-Sided Subclavian Artery
8
Fortunately, it was discovered that
Tubular Hypoplasia of the Aorta
8
infusions of prostaglandin E2 (PGE2)
into infants with ductal-dependent
lesions could keep the PDA open and,
Table 2. Percentages of Infants with a Specific Cardiac Lesion Who Were
hence, the children alive until necessary
Subsequently Diagnosed with DGS or PDGS
cardiac surgery could be performed.
Cardiac Lesion
A(% who Succumbed)
B(% who Survived)
This discovery altered the numbers
of the types of cardiac malformations
Interrupted Aortic Arch Type B
68
34
that had been previously associated
Truncus Arteriosus
33
33
with DGS or PDGS after birth
Tetralogy of Fallot
<2
1
(Tables 1 and 2).
Ventricular Septal Defect
<1
4
Table 1 lists the percentages of
A: Van Mierop, LHS, and Kutsche, LM. Cardiovascular Anomalies in DiGeorge Syndrome and Importance of Neural Crest as a Possible
cardiac lesions in infants diagnosed
Pathogenetic Factor. American Journal of Cardiology, 58:133-137, 1986 (retrospective autopsy series).
with DGS and PDGS. Study results
B: Barrett, DJ, Ammann, AJ, Wara, DW, et al. Clinical and Immunologic Spectrum of the DiGeorge Syndrome. Journal of Clinical and
Laboratory Immunology, 6:1-6, 1981 (prospective series of live patients).
in column A show the percentage of
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IMMUNOLOGY 101

unfortunate infants diagnosed with DGS and PDGS who passed
away, usually due to heart disease since this was prior to the use of
PGE2. The most common cardiac lesion noted was the interrupted
aortic arch type B (IAA type B), followed by truncus arteriosus
(TA) and tetralogy of Fallot. Simple ventricular septal defects
(VSDs), a very common lesion in newborns, were found less
frequently, most likely because they are not typically fatal
lesions. Column B study results show the percentage of infants
diagnosed with DGS and PDGS who did not pass away due to
their heart lesions. VSD and TA are the most common lesions
observed rather than IAA type B.
In Table 2, four cardiac lesions commonly found in patients
with DGS and PDGS are listed by the percentages of infants
who initially present with the specific cardiac lesion and are
subsequently diagnosed with DGS or PDGS. IAA type B occurs
in approximately three per one million live births. In column A,
study results show that in infants who passed away, 68 percent
were born with IAA type B and subsequently met the criteria for
a DGS or PDGS diagnosis. And, in column B, study results

show that of living infants, 34 percent diagnosed with IAA type
B are, ultimately, also diagnosed as having DGS or PDGS.
Therefore, infants born with IAA type B are at greatest risk
of having DGS or PDGS. In contrast, VSD is noted in
approximately one per 200 live births, but only a small percentage
of these infants will be diagnosed with DGS or PDGS.
The differences between these two studies illustrate which types
of cardiac lesions in DGS and PDGS are more likely to be lethal, especially before the widespread use of PGE2, and that relatively
minor, typically nonlethal, cardiac lesions are also commonly found in
infants with DGS and PDGS. Further, as many as 8 percent of infants
diagnosed with DGS and PDGS had no detectable cardiac lesion.
While cardiac disease has been an important characteristic of
DGS, other abnormalities are also important. We will continue
with more discussion of these next time.
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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Hizentra is the only subcutaneous Ig treatment
with over 70,000 patient-years of experience1
1 Ig

#

Prescribed
for PI1

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

Hizentra is manufactured by CSL Behring AG and distributed by CSL Behring LLC. Hizentra® is a registered trademark of CSL Behring AG.
Voice2Voice® is a registered trademark of CSL Behring GmbH. Biotherapies for Life® is a registered trademark of CSL Behring LLC. IgIQ® 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 www.Hizentra.com HIZ16-08-0067 8/2016

PI Support From a Personal Point of View
If you are a Hizentra patient or caregiver, sign up for Voice2Voice to connect with others who have walked in
your shoes. Along with offering encouragement and sharing personal experiences, your Voice2Voice advocate
can answer non-medical questions* and connect you to helpful resources.
We’d love to hear from you. If you or someone in your care is currently using Hizentra to manage PI and
you’d like to share your story, we encourage you to apply to become a Voice2Voice advocate.

Sign up at voice2voice4pi.com.

symptoms that could indicate 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 transfusion-related 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.

*Voice2Voice advocates are not healthcare professionals or medical experts. For medical questions, please contact
your physician. Voice2Voice advocates are compensated by CSL Behring LLC for their time and/or expenses.
Reference: 1. Data on File. Available from CSL Behring as DOF HIZ-003.

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.

Have you had
a lapse in your
insurance coverage?

Are you unable to
afford Hizentra?

Would you like to
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. Do not inject into a blood vessel.
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

Do you need help
paying for Hizentra?

Are you unable to
afford Hizentra
infusion supplies?

-------------------------------DOSAGE FORMS AND STRENGTHS---------------------------0.2 g per mL (20%) protein solution for subcutaneous injection
-------------------------------------CONTRAINDICATIONS-------------------------------------• Anaphylactic or severe systemic reaction to human immune globulin or components of
Hizentra, such as polysorbate 80
• 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----------------------------• Pregnancy: No human or animal data. Use only if clearly needed.
• 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 January 2015 revision

ASK THE EXPERTS

Are low red and white
fects of IVIG?
blood cell counts side ef

Question»

Leslie and Michelle » Hemolytic anemia is a known
side effect of IVIG that would cause low red blood cell counts. This
occurs because IG products can contain antibodies against components of blood, either anti-A antibodies or anti-B antibodies. As such,
some patients with A, B or AB blood types may develop hemolytic
anemia following an IVIG infusion. Neutropenia (low white blood
cell count) is also a known side effect, but not as common.

Dr. Harville »

Q

Depending on the type of
PI, a low white blood cell (WBC) count may be
detected. In addition, the lymphocyte count may be
low. For example, in patients with common variable
immunodeficiency, the B lymphocyte count can be
zero, but the total lymphocyte count and WBC
count may be in the normal range for age. However,
a low WBC count is not only caused by PI. Cancer,
cancer treatment, medications, viruses, toxins, etc.,
all can result in a decreased WBC count.

Question » Can IVIG cause swollen and
painful joints?

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

»

uestion Do PI patie
low white blood cell coun nts typically present with
ts?

Michelle and Leslie » There are many
things that can reduce the side effects you are
experiencing. First, discuss with your physician
whether switching brands might improve your
symptoms. Also, you can pretreat prior to receiving
the infusion to lessen its side effects. A third
option is to consider switching to subcutaneous
IG infusions, which might minimize some of the
side effects you are experiencing.
Most of the RA drugs are targeted in their mechanism of action, so they don’t suppress the entire
immune system, rather just specific problematic
cells. For example, Remicade is a TNF inhibitor, but
it doesn’t target B cells. In most cases, concomitant
treatments for your conditions are possible.

MICHELLE GREER, RN, is senior vice president of sales at NuFACTOR Specialty Pharmacy.
TERRY O. HARVILLE, MD, PhD, is medical director of the Special Immunology Laboratory at the
University of Arkansas for Medical Sciences.
LESLIE J. VAUGHAN, RPh, is senior vice president of clinical programs at NuFACTOR Specialty Pharmacy.
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CLINICAL BRIEF

Managing and Treating Myositis-Related
Interstitial Lung Disease
By Michelle Greer, RN
Myositis (inflaMMatory Myopathy) represents a group of autoimmune conditions, which includes several
different subsets, characterized by muscle
inflammation and involvement of other
organs. In many myositis patients,
autoantibody markers, found in their
blood, are often associated with characteristic clinical signs and symptoms.
Several different autoantibody markers,
many of which are associated with
extra-muscular complications, are well
described in myositis (Table 1), including
interstitial lung disease (ILD).

Understanding ILD
ILD is a group of disorders characterized
by inflammation within the lung tissue
that often leads to progressive scarring
(fibrosis). Fibrosis makes the lung tissue
stiff, resulting in difficulty breathing and
inadequate oxygen in the bloodstream.
At least 30 percent of myositis patients
develop ILD, with shortness of breath as
the major symptom caused by respiratory
muscle weakness. Cough may or may not

be a prominent feature and is usually dry
(not producing sputum). In some myositis
patients, the onset of ILD is sudden and
severe leading to respiratory failure; but
onset can be insidious (i.e., slower but
progressive), with some individuals
asymptomatic.
Once myositis-associated ILD is
diagnosed, it is crucial to perform routine

pulmonary monitoring at regular intervals,
including pulmonary function testing
(PFT) and imaging studies such as chest
X-rays or high-resolution CT scans.
Further, more invasive diagnostic testing
such as lung biopsy may be necessary to
rule out other pulmonary problems and
to establish a more definitive diagnosis of
the type of ILD.

Table 1. Occurrence of Autoantibodies Associated with Myositis
Antibody

Myositis-Specific Antibody
(% of Patients)

Polymyositis

Dermatomyositis

Interstitial
Lung Disease

Jo-1*
Mi-2*
SRP*
PL-7
PL-12
OJ
EJ

20%
4%-14%
4%
1%-4%
1%-4%
1%-4%
1%-4%

Common
Rare
Common
Occasional
Occasional
Occasional
Occasional

Occasional
Common
Occasional
Common
Common
Common
Common

Common
Occasional
Common
Common
Common
Common
Common

* Jo-1, Mi-2 and SRP are most common and serve as markers for myositis.
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Source: Myositis-Specific Abs, Myositis-Associated Abs and Their Clinical Associations. RDL Reference Laboratories, www.rdlinc.com.

CLINICAL BRIEF

The anti-Jo-1 autoantibody is the most
common marker found in myositis
patients, as well as the most common
associated with an autoimmune ILD.
Although the presence of autoantibodies
can predict the clinical course in myositis
patients, there may be no correlation
between the severity of associated muscle
involvement (myositis) and the severity
of ILD. As such, if a patient has both
myositis and ILD, one feature may be
severe and life-threatening, while the
other may be mild. Nevertheless, ILD is
often the major determinant of a myositis
patient’s prognosis.

Managing and Treating ILD
ILD can be managed in several ways.
Depending on the severity of symptoms,
oxygen may be administered on a continuous
or as-needed basis. Since infection is
always a concern, vaccination is crucial,
including the annual influenza vaccine
and a pneumococcal vaccine. Monitoring
PFTs and assessing for the development
of pulmonary hypertension using
echocardiography is important. And,
pulmonary rehabilitation, which can
involve exercises and other activities that
enhance lung health, may be implemented.
Medications are often essential in
treating myositis-associated ILD, and
many are effective for both the myositis
and ILD given their mutual autoimmune
cause. Immunosuppression with glucocorticoids (i.e., prednisone), as well as other
agents such as azathioprine (Imuran),
mycophenolate mofetil (CellCept) and
cyclophosphamide (Cytoxan), are often
necessary. Methotrexate may be used to
treat myositis, but in rare cases, it can
lead to lung inflammation so careful
monitoring is needed. Prophylactic
antibiotics to prevent routine and
opportunistic infection may also be

Although there aren’t currently any
large studies to support the use of
IVIG for treating ILD, there are a
few reports in the medical literature.
administered. Other drugs that target B
cells, most commonly rituximab (Rituxan),
are showing promise in treating
autoimmune ILD.
Intravenous immune globulin (IVIG)
may also be used to treat myositis and
ILD. To date, IVIG has been mainly
used to treat dermatomyositis, but some
polymyositis patients also respond to this
therapy. And, while many studies have
shown IVIG to be effective and safe in
these forms of myositis, most have
demonstrated a lack of efficacy in inclusion
body myositis, another subset of myositis
generally seen in middle-aged or older
patients.
Although there aren’t currently any
large studies to support the use of IVIG
for treating ILD, there are a few reports
in the medical literature. One small study
showed improvement in two of five
patients with myositis and ILD.1 In this
study, which used IVIG as a salvage
therapy in patients who had ILD that
was refractory to standard treatments,
researchers concluded IVIG was safe and
effective, although they encouraged further
studies. In the two patients who
improved, one had polymyositis and one
had dermatomyositis. Another study of
patients with dermatomyositis and ILD
discussed the importance of using IVIG
in the early stage of ILD.2 And, several
anecdotal reports from physicians in the
U.S. who treat myositis-related ILD with
IVIG have described promising results.
IG Living

Future Hope for IVIG to Treat ILD?
ILD is a frequent complication of
autoimmune disorders such as myositis,
resulting in significant morbidity and
mortality. Once fibrosis occurs, it’s
generally irreversible, and managing and
treating the disease can be quite complex.
Medications approved to treat ILD may
slow the damage, but most patients never
regain full use of their lungs.
Few medical studies have been conducted
to determine the safety and efficacy of
IVIG to treat ILD. However, it is being
used off-label with increasing frequency
for refractory cases that have failed to
respond to standard immunosuppression
because IVIG is associated with less
systemic toxicity and global immunosuppression than traditional agents.3
With researchers encouraging additional
studies to test the effectiveness of IVIG to
treat ILD, it is hoped that in the future,
IVIG may become a more recognized
treatment for this life-threatening illness.
Michelle Greer, RN, is senior vice president
of sales for NuFACTOR Specialty Pharmacy.
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Medicines

FDA Approves CUVITRU, Shire’s New SCIG 20% to Treat PI

The U.S. Food and Drug Administration (FDA) has approved Shire’s
CUVITRU (immune globulin subcutaneous [human] 20% solution) to treat
adult and pediatric patients 2 years and
older with primary immunodeficiency
disease (PI). CUVITRU is the only 20%
subcutaneous IG (SCIG) treatment option
without proline and with the ability to
infuse up to 60 mL (12 grams) per site
and 60 mL per hour per site, as tolerated,
resulting in fewer infusion sites and
shorter infusion durations compared
with other conventional SCIG treatments.
FDA approval was based on results of
a Phase II/III study of CUVITRU in
which 74 patients (aged 3 years to 83 years)
received 4,327 infusions over a median of
380.5 days. The rate of validated serious

bacterial infections
was 0.012 event per
patient-year, and the
annualized rate of
infection was 2.41
events per patient.
Median IgG trough
levels were greater
than 14.5 g/L. The median maximum
infusion rate was 60 mL per hour per site,
resulting in a median infusion duration of
0.95 hours. A volume of greater than or
equal to 30 mL was infused per site in
74.8 percent of infusions. Most (84.9
percent) infusions were administered
using less than or equal to two infusion
sites. For 99.8 percent of infusions, there
was no need to interrupt or stop administration or reduce the infusion rate. No
related serious adverse event (AE)
occurred during treatment, and related
nonserious AEs occurred at a rate of
0.036 event per infusion. The incidence
of related local AEs was 0.015 event per
infusion, and related systemic AEs was
0.021 event per infusion. Most were
mild in severity; none was severe.

Increased infusion rates or volumes were
not associated with higher AE rates.
“In the clinical study, primary immunodeficiency patients tolerated CUVITRU
favorably despite the use of higher infusion
site volumes and more rapid rates than
have been routine in the past,” said
Richard L. Wasserman, MD, PhD,
medical director of pediatric allergy and
immunology at Medical City Children’s
Hospital. “The availability of CUVITRU
as a high-concentration, subcutaneous
IG provides primary immunodeficiency
patients with the dosing flexibility that
allows them to customize their therapy to
best fit their individual needs.”
CUVITRU was approved in 17 European
countries in June 2016. And, the company
expects to initiate additional global
regulatory submissions for CUVITRU
in late 2016 and 2017.
Shire Announces U.S. FDA Approval of CUVITRU [Immune Globulin
Subcutaneous (Human), 20% Solution] Treatment for Primary
Immunodeficiency. Shire press release, Sept. 14, 2016. Accessed at
www.shire.com/en/newsroom/2016/september/frj956.
Suez, D, Stein, M, Gupta, S, et al. Efficacy, Safety, and Pharmacokinetics of a
Novel Human Immune Globulin Subcutaneous 20% in Patients with
Primary Immunodeficiency Diseases in North America. Journal of Clinical
Immunology, October 2016, Volume 36, Issue 7, pp 700–712. Accessed at
rd.springer.com/article/10.1007/s10875-016-0327-9.

Research

Kedrion 10% Safe and Effective for Treating PI

In a prospective, multicenter, open-label,
single-arm controlled Phase III study,
researchers evaluated the safety, efficacy
16
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and pharmacokinetics of Kedrion 10%
(intravenous immune globulin) in 45
patients with antibody deficiency and
found it to be safe, efficacious and welltolerated. Over the 12-month study period,
patients were infused every 21 to 28
days, and only two episodes of acute
serious bacterial infections (both bacterial
pneumonias) were recorded, for a mean
annual event rate of 0.04 per subject.
The primary safety endpoint was met
with the rate of infusion temporarily

IGLiving.com

associated with greater than or equal to
one adverse event. Secondary efficacy
endpoints were comparable to records in
similar studies.
Kedrion 10%, manufactured by
Kedrion, S.p.A, is a new preparation of
an immunoglobulin G (IgG) solution
being studied for treating primary
immunodeficiency patients.
Stein, M, Nemet, A, Kumar, S, et al. Efficacy, Safety and Tolerability of
Kedrion 10% IVIG in Primary Immunodeficiency. LymphoSign Journal,
10.14785/lymphosign-2016-0004. Published online Aug. 2, 2016.
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Survey

MMN Quality-of-Life Patient Survey Is Released
The Neuropathy Action Foundation
(NAF) has released the results of its first
international multifocal motor neuropathy
(MMN) quality-of-life patient survey. Of
the 214 patients who completed the
survey, 71.15 percent are from the U.S.,
6.73 percent are from the United
Kingdom and the remainder are from
22 other countries.
Key findings from the survey include:
• The majority of respondents (56.52
percent) were diagnosed between the
ages of 41 and 65 years.
• More than 67 percent reported it
took more than one year to be diagnosed,
44 percent of whom reported it took
between two years and three years or
longer to be accurately diagnosed.
• The majority of misdiagnoses were
reported by neurologists (54.60 percent)
and family care providers (20.69 percent).
• 51.96 percent of respondents had
conduction block, a characteristic of MMN.
• 91.43 percent receive intravenous
immune globulin (IVIG) therapy, and 8.57

percent receive subcutaneous immune
globulin (SCIG) therapy. And, if recommended by their neurologist, 81.05 percent
would consider switching to SCIG therapy.
• Within one week of the first IG
treatment, 36 percent of respondents
reported a reduction in symptoms; only
6.67 percent reported IG did not help
manage symptoms.
• 50 percent of respondents reported
that MMN often or always interferes
with employment.
• 56 percent said MMN impacts overall
quality of life. Basic tasks such as turning
a key in a lock are either difficult or
impossible for 53.24 percent; 61.19
percent are either unable or have difficulty
buttoning a shirt (although 61.62 percent
are able to shop and run errands by
themselves); and 58.38 percent have
difficulty falling asleep at night, with 77.66
percent reporting daytime sleepiness.
“Early and accurate diagnosis can
mean the difference between MMN
patients being successfully managed or

becoming permanently disabled,” said
NAF President Dominick Spatafora.
“Timely intervention can make a difference
in patients’ lives. The survey results illustrate
the complexity of MMN and the impact
it can have on peoples’ lives. The good
news is that the data also show that
treatment clearly helps these individuals.”
A more detailed analysis of the survey
findings is available on the NAF website at
at www.neuropathyaction.org/downloads/
MMN_article%209-26-2016.pdf.

Research

ProMetic Completes Adult Enrollment
in IVIG Phase III Clinical Trial in Canada
ProMetic Life Sciences has completed its
enrollment of adults in its Phase III openlabel, single-arm, two-cohort multicenter
clinical trial investigating the safety, tolerability, efficacy and pharmacokinetics of its
plasma-derived intravenous immune globulin
(IVIG). The study will include a total of
50 adults (cohort one) and 25 children
(cohort two). Cohort-two enrollment was
expected to be completed soon after.
Completion of the clinical trial is anticipated
to be in the second quarter of 2017, after
which the company will submit a biologics
18
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license application, making IVIG the second
plasma-derived therapeutic targeted for
commercialization. This follows ProMetic’s
orphan disease plasminogen drug candidate
currently in final clinical trial stages for the treatment of plasminogen congenital deficiency.
“Canadian patients are amongst the
largest consumers of IVIG on a per capita
basis worldwide, and the demand continues
to grow at a rapid pace. As a Canadianbased company, we intend to play an
important role in facilitating the pursuit of
national self-sufficiency by being the first

IGLiving.com

Canadian-based provider to locally manufacture and provide access to mainstream
plasma-derived therapeutics such as IVIG
and orphan drug candidates such as plasminogen,” said Pierre Laurin president and
chief executive officer of ProMetic.
According to recent market data, Canada is
ranked as the second country in the world
after the U.S. for the average consumption
of IVIG (kilograms per million people).
ProMetic Completes Adult Patients’ Enrolment in Pivotal IVIG Phase 3
Clinical Trial. Edmonton Journal, Aug. 9, 2016. Accessed at
www.edmontonjournal.com/business/cnw/release.html?rkey=20160809
C4148&filter=5599.
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Research

Dysautonomia International Awards Research Grants
Dysautonomia International has awarded
its first four research grants to support
research on postural orthostatic tachycardia
syndrome (POTS). The grants will go to
Svetlana Blitshteyn, MD, clinical assistant
professor in the Department of Neurology
at the University at Buffalo School of
Medicine and director of the
Dysautonomia Clinic in Williamsville,
N.Y.; Kamal R. Chemali, MD, associate
professor of medicine in the Department of
Neurology at Eastern Virginia Medical
School and the director of the
Neuromuscular and Autonomic Neurology
Program at Sentara Hospital in Norfolk,
Va.; Satish R. Raj, MD, MSCI, associate

New York Medicine College, and Andrew
T. Del Pozzi, PhD, a post-doctoral trainee
working in Dr. Stewart’s autonomic lab.
Dr. Blitshteyn will study autoimmune
serum markers and the rate of autoimmune
co-morbidities seen in POTS patients. Dr.
Chemali will study the use of music therapy
in POTS patients who continue to be
symptomatic despite maximized standard
treatment. Dr. Raj will assist with an
investigation of a drug with the potential
to combat the cognitive impairment
experienced by many POTS patients.
Drs. Stewart and Del Pozzi will study
cerebral blood flow in response to nitric
oxide in POTS patients.

professor in medicine and pharmacology
at Vanderbilt University’s Autonomic
Dysfunction Center in Nashville, Tenn.;
Julian Steward, MD, PhD, professor of
pediatrics, psychology and medicine and
director of the Center for Hypotension at

Research

NIH Report Provides Insight on ALPS
Researchers at the National Institutes of
Health (NIH) have analyzed results from
20 years of research on people with the
most common form of autoimmune lymphoproliferative syndrome (ALPS-FAS), a
rare inherited disorder caused by mutations
in the FAS gene in which the body cannot
properly regulate the number of lymphocytes (a type of white blood cell). The
study’s report, published online in Blood on
Jan. 7, describes an easy-to-measure biomarker for diagnosing ALPS, identifies the
major causes of death among ALPS
patients, and suggests strategies to improve
disease treatment and management.
In the study, clinical and laboratory
findings from 150 ALPS-FAS patients and
63 healthy relatives with FAS mutations
were analyzed. Results showed that elevated
levels of vitamin B12 reliably indicate

ALPS-FAS and could be useful in diagnosing
the disorder. Some of the current diagnostic
tests for ALPS are time-consuming and
costly, but doctors can measure B12 levels
with a simple, inexpensive blood test.
The study also found that ALPS-FAS
patients have a higher-than-average risk of
developing lymphoma. The researchers
found that this increased risk is even
greater than they had originally reported in
2001. Ten of the 150 ALPS-FAS patients
developed Hodgkin’s lymphoma during
the 20-year period, indicating that the risk
is nearly 150 times greater for people with
ALPS-FAS than for the general public.
ALPS-FAS patients also have a 61-times
greater risk of developing non-Hodgkin’s
lymphoma, with six patients developing
this form of cancer.
An additional study finding was that

IG Living

another major cause of severe illness and
death among ALPS-FAS patients is sepsis,
or life-threatening whole-body inflammation, following spleen removal. Forty
percent of ALPS-FAS patients in the study
(66 people) had their spleens removed to
help manage anemia and low neutrophil
and platelet levels, collectively known as
cytopenias. Of these patients, 27 developed sepsis following spleen removal
surgery, with six of them dying as a result.
Cytopenias can be treated with immunesuppressing medications as well.
The study’s findings promise to facilitate
rapid diagnosis and successful treatment of
ALPS-FAS. Specifically, they suggest that
avoiding spleen removal surgery by managing cytopenias with medication and
routinely monitoring ALPS-FAS patients
for lymphoma will improve outcomes.
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This medically necessary and lifesaving
treatment for PI patients must take into
consideration administration options,
proper dosing and potential side effects.

By E. Richard Stiehm, MD
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HUMAN IMMUNE GLOBULIN (IG) is a true renaissance
drug — the Benvenuto Cellini of the pharmacopeia because of
its multiple forms, uses, mechanisms and, sadly, side effects. It is,
with the exception of corticosteroids, used in more diseases than
any other drug or biologic. Indeed, entire volumes and symposia
discuss its therapeutic use, as do 14,000 articles cited in
PubMed.1
Antibody therapy dates back to the 1890s, when Emil von
Behring used horse antibodies to tetanus and diphtheria toxins
to save the lives of infected children, thus garnering him the first
Nobel Prize in Medicine.2 Shortly thereafter, antisera from
immunized animals or plasma from convalescing patients were
used to prevent or treat a variety of infections.
Human IG (16%), prepared from pooled human plasma, was
used during World War II to prevent transfusion hepatitis and
later to prevent measles and polio. In 1952, Dr. Ogden Carr
Bruton reported the first case of agammaglobulinemia in a boy
he treated with weekly intramuscular injections of 16% IG.3 But,
because these painful injections were insufficient to normalize
the patient’s immunoglobulin G (IgG) level, he and most other
antibody-deficient patients continued to have frequent infections.
In 1974, a 5% human IG free of high molecular weight complexes
and, thus, safe for intravenous (IV) use was shown to be equally
effective in preventing infections in immunodeficient patients,
with the added advantages of providing larger doses of IG at
monthly intervals by the less painful IV route.4
IVIG products are associated with many systemic side effects,
usually mild but sometimes severe. In the 1970s, Swedish investigators infused IG subcutaneously at weekly intervals to duplicate
the total dose of IgG given monthly,5 which resulted in a much
lower frequency of adverse effects. Today, there are 10% and
20% subcutaneous IG (SCIG) products.

tective antibody titers to tetanus, diphtheria and one or more
strains of poliovirus. All have a similar profile of antibodies to
common bacterial and viral pathogens, so they are therapeutically
interchangeable. Yet, each product differs slightly in its
method of purification and viral inactivation, as well as stabilizers, pH, sodium content, sugars and proteins, including
IgA levels, albumin, isoagglutinin titers (anti-A, anti-B),
HLA antigens and HLA antibodies. Some products are
associated with side effects, including renal failure due to
high sucrose levels and thrombosis due to trace amounts of
procoagulant factors.7
IG is expensive (approximately $100 per gram), meaning an
adult weighing 70 kg receiving 400 mg/kg every four weeks
incurs a cost of $3,000 per month plus infusion fees. Indeed,
IG is the second-largest annual expenditure for the University of
California, Los Angeles pharmacy. This emphasizes the importance
of getting insurance approval prior to starting IG therapy.

All 13 IG products in the
U.S. are licensed to treat
patients with primary
immunodeficiencies (PIs).
Yet, therapy for PIs
accounts for less than
half of its use.

IG Products
All 13 IG products in the U.S. are licensed to treat patients
with primary immunodeficiencies (PIs). Yet, therapy for PIs
accounts for less than half of its use. IVIG is also approved for
Kawasaki disease, chronic lymphocytic leukemia, kidney and
bone marrow transplants, immune thrombocytopenic purpura,
pediatric HIV infection, chronic inflammatory demyelinating
polyneuropathy and multifocal motor neuropathy.6 Medicare
and Aetna recognize 23 other neurologic, hematologic and
dermatologic disorders in which IVIG may be beneficial. In a
recent text on IgGs, more than 100 uses of IVIG are discussed.1
IG products for use in the U.S. are derived from large pools
of plasma from U.S. donors screened for viral diseases,
including HIV and Zika. The final products must have pro-

In addition to standard IGs discussed in this article, there are
several hyperimmune human IVIGs with high viral antibody
titers to cytomegalovirus, hepatitis B, rabies, vaccinia and varicella
zoster, as well as high titers to botulinum toxin (for infantile
botulism) and RhD erythrocytes (for prevention of Rh hemolytic
disease or the treatment of immune thrombocytopenic purpura).

Antimicrobial Properties of IG
Following an IG infusion, half of the IgG remains in the
bloodstream, and half enters the extracellular tissues, including
the alveoli of the lung. At these sites, IgG antibodies neutralize
bacterial toxins and superantigens, lyse bacteria (with the help of
complement) and coat (opsonize) bacteria to facilitate their
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phagocytosis by circulating granulocytes and tissue macrophages,
especially those in the spleen. IG also neutralizes viruses, forms
viral immune complexes that are cleared from the circulation
and coats viral-infected cells for lysis by antibody-dependent
cellular cytotoxicity mediated by natural killer lymphocytes.
These antibodies also prevent pathogens from entering adjacent
tissues such as nerve roots and the central nervous system. The
nonantibody Fc portion of the IgG molecule may bind to tissues
and certain organisms such as protein A of Staphylococcus to
provide nonspecific defenses.

Following an IG infusion,
half of the IgG remains in
the bloodstream, and half
enters the extracellular
tissues, including the
alveoli of the lung.
Very little of the infused IG enters the external secretions
(e.g., tears, saliva, breast milk) or the mucosa surfaces of the
respiratory or gastrointestinal tracts, which are protected by
secretory IgA antibodies produced locally. Patients with profound
antibody defects (e.g., agammaglobulinemia) do not make secretory
IgA antibodies. However, measurable quantities of IgG in these
areas are rarely achieved with the standard dose of IG. This fact
is exemplified by the common complaint that PI patients with
chronic conjunctivitis have a flare of their symptoms two or
three weeks after their monthly IVIG therapy as their serum
IgG decreases. This also explains why most patients, despite
therapeutic IG doses, still get respiratory infections, yet are
protected against major infections associated with bacteremia,
including pneumonia.

Confirming the Diagnoses
Starting PI patients on IG therapy is a serious decision because
of its inconvenience, expense, commitment to long-term therapy
and effect on insurability, employment, athletic participation
and mobility. Further, once IG therapy is started, making a
diagnosis of antibody deficiency using IgG levels or antibody
titers is impossible because the infused product normalizes them.
22
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IG must be started on patients with proven agammaglobulinemia,
common variable immunodeficiency (with very low levels of IgG,
IgM and IgA) or with a well-defined combined immunodeficiency
such as Wiskott-Aldrich syndrome or severe combined immunodeficiency. In these patients, IG therapy is essential for their
future well-being.
The decision is more difficult in hypogammaglobulinemic
patients with somewhat low IgG levels (400-600 mg/dl) and
near-normal IgG and IgA levels. Starting IG is also a difficult
decision for those with selective antibody deficiency, selective
IgA deficiency and children with prolonged transient hypogammaglobulinemia of childhood. Many of these patients have had
only respiratory infections and coexistent allergies, and they
respond to intensive allergy and antibiotic therapy. In these
patients, it is important to document decreased antibody function
by vaccine titers and get insurance company approval for IG
therapy reimbursement.
Because of its great expense, many hospitals have a pharmacy
committee that must approve IG use to validate its need for each
patient.

Infusion Considerations
Most PI patients are initially treated with IVIG, even if they
plan to switch to SCIG. See the advantages and disadvantages of
SCIG in Table 1.

Table 1. Advantages and Disadvantages of SCIG
Advantages
• Fewer adverse systemic reactions, even in those
with prior reactions with IVIG
• Venous access is unnecessary
• More stable trough levels, avoiding recurrent
symptoms prior to the next IVIG infusion
• Home treatment and self-administration is easier
Disadvantages
• More frequent dosing is necessary
• More frequent local reactions
• Delay in achieving a stable trough level unless
preceded by IVIG
• Rarely used for autoimmune and inflammatory
disorders

The first IVIG infusion should be given at a medical facility
with persons equipped to handle an adverse event. The usual
initial dose for PI is 400 mg/kg, given slowly with premedication
and careful monitoring. Since half of the IgG goes into the
tissues, a second loading dose is often given two days to seven
days later, after which infusions are given every four weeks.
For patients who have one or more risk factors for adverse
reactions (Table 2), a lower initial dose should be considered. If
this is well-tolerated, subsequent doses can be increased.
IgG trough levels (the level just before the next infusion)
should be monitored every two months until a stable level is
achieved. If patients are doing well, this dose and schedule
should be continued. If patients have continued infections

and/or feel run-down toward the end of the infusion period, the
IVIG dose can be increased by infusing every three weeks. The
aim is to achieve a trough level 400 mg/dl to 500 mg/dl above
the pre-infusion IgG level.

Stopping IG infusions
is an option for some
patients previously
diagnosed with an
antibody deficiency.

Table 2. Risk Factors for IVIG Adverse Effects
Infusion Factors
• No premedication
• Prior history of infusion reaction
• First infusion or switch to a new IVIG brand
• Large dose
• Rapid dose
• No pre-infusion or post-infusion hydration
Patient Factors
• Fever/infection at time of infusion
• Autoimmunity
• Older age
• Immobility/air travel
• Hypertension
• Present or past cardiovascular disease
• Diabetes
• High lipids/cholesterol
• Elevated serum proteins/gammopathy
• Smoking
• Prior/current thrombosis
• Estrogen use
• Hereditary hypercoagulable state (factor V Leiden;
prothrombin mutations; protein C, S or
antithrombin III deficiencies)
• Permanent indwelling venous catheter
(i.e., portacath)

If patients continue to have repeated serious infections, the
IVIG dose can be gradually increased. Since IgG levels are associated
with fewer infections, the maintenance dose is that which controls
patients’ infections.8,9 IgG levels, blood counts and chemistries
should then be checked every six months.
If PI patients are switched to SCIG therapy, the same monthly
dose of IG is prescribed. However, because the dose given
subcutaneously at one site is limited, infusions are usually given
weekly, or in some cases biweekly, in multiple sites. Alternatives
are small daily subcutaneous injections (termed rapid-push SC)
or monthly SCIG infusions using hyaluronidase to accelerate
tissue update (termed hyaluronidase-facilitated SCIG).10 (See
“Hyaluronidase-Facilitated SCIG” on page 28.)

IG Reactions
Adverse reactions to IG may be local (at the infusion site) or
systemic, involving the whole body.7
Local reactions to IVIG are rare. They include local pain,
bleeding or bruising that typically occurs when venous access
is difficult or if the medication leaks into the tissue during the
infusion.
By contrast, local reactions to SCIG are common. Because
tiny needles are used, there is minimal pain with needle insertion.
However, 75 percent of infusions are associated with some
pain, swelling and redness at the infusion site. These reactions
usually subside within 12 hours to 24 hours, and they may
decrease with subsequent infusions, making it unnecessary to
rotate infusion sites.
Systemic reactions to IVIG are common and varied and may
be immediate or delayed (Table 3). Immediate reactions occur in
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5 percent to 15 percent of infusions, while delayed reactions are
much less common. Immediate reactions occur shortly after the
start of the infusion or within a few hours after the infusion.
These include headache, malaise and muscle or back pain. Less
common are fever, chills, nausea, flushing or urticaria. Some of
these reactions may persist for several hours.

Table 3. Adverse Effects Associated with IVIG 7
Mild Adverse Effects
(common, usually immediate*)
• Infusion site pain, swelling, erythema*
• Headache*
• Myalgia, back pain, arthralgia*
• Fever, chills, flushing*
• Anxiety, malaise, fatigue*
• Nausea, vomiting*
• Hypotension, hypertension, tachycardia*
• Hyponatremia**
• Neutropenia**
• Direct Coombs positivity**
Moderate Adverse Effects
(less common, usually delayed**)
• Persistent headache**
• Aseptic meningitis**
• Hemolytic anemia**
• Serum sickness/arthritis**
• Dermatologic complications**
• Interference with vaccine effectiveness
and/or immunodiagnosis***
Severe Adverse Effects
• Anaphylactic/anaphylactoid reaction*
• Renal complications**
• Pulmonary complications**
• Thrombosis/embolism**
• Colitis**
• Bloodborne infectious diseases***
* Immediate reaction — within six hours from onset of infusion
** Delayed reaction — six hours to one week after infusion
*** Late reaction — weeks to months after infusion.
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The most severe immediate reaction is an anaphylactic
reaction sometimes associated with anti-IgA antibodies.
These are treated like other anaphylactic reactions by stopping the infusion and giving epinephrine, antihistamines,
steroids and fluids.
Delayed systemic reactions occur six or more hours after an
infusion. The most common is persistent headache resembling a
migraine. Other less-common delayed reactions include aseptic
meningitis, renal failure, hemolysis and thrombosis. A variety of
very rare delayed reactions have also been reported, involving
nearly every system of the body.7
Reactions to IVIG are uncommon in patients doing well with
a particular product. In these cases, switching brands is not
recommended. Patients treated with IVIG who are doing well
may be candidates for IVIG therapy at home by an infusion
service or switching to home SCIG infusions. Switching to
SCIG is especially attractive if patients are having systemic side
effects from IVIG.
Delayed systemic reactions to SCIG infusions are rare. One
report identified only 30 reactions in 3,232 infusions (less than
1 percent). Due to the infrequency of systemic reactions,
premedication or close monitoring is usually unnecessary,
making this route of administration ideal for home.

Discontinuing IG Infusions
Stopping IG infusions is an option for some patients previously diagnosed with an antibody deficiency. Most of these
patients will have been diagnosed with mild hypogammaglobulinemia and normal IgM and IgA levels, mild respiratory
infections and no serious infections. In addition, many of
these patients will not have had antibody titers tested prior to
starting IG infusions. In some cases, insurance carriers will
request therapy be stopped to confirm the indication requiring
the infusions.
Some patients who are candidates for discontinuing IG infusions
have IgG levels of 800 mg/dl on standard IG doses. A good first
step in such patients is to estimate their own endogenous IgG
level by subtracting their monthly dose of IG in mg/kg from
their IgG trough level in mg/dl. For example, a patient with an
IgG trough level of 1,000 mg/dl on 400 mg/kg/month has an
endogenous IgG level of 600 mg/dl. If the patient’s endogenous
IgG is over 400 mg/dl, the patient may not be immunodeficient.
Diagnosing an antibody deficiency while on IG therapy
requires giving an antigen to which the IG does not have an
antibody. Immunization with rabies vaccine, φχ phage and
keyhole limpet hemocyanin have been used to measure antibody

function in these patients.11 Alternatively, IG therapy must be
stopped for four months, followed by immunizations for
tetanus, H influenzae or pneumococci, with antibody response
measured before and after four weeks.

Summary
Patients with PIs with or without a cellular immune deficiency
require periodic infusions of IG to replace missing or nonfunctional IgG antibodies. A monthly IVIG dose of 400 mg/kg
is the usual initial dose for these patients. A similar monthly dose
of SCIG is used but must be administered in divided doses at
more frequent intervals, usually weekly. Because of its expense,
potential side effects and the frequent need for lifetime therapy,
a firm diagnosis of immunodeficiency should be established
prior to starting therapy. Mild systemic side effects with IVIG
infusions (e.g., fever, chills, headaches, joint pain) are common,
and serious side effects (aseptic meningitis, renal failure,
hemolytic anemia and thrombosis) are occasionally encountered.
Many patients treated with IVIG are switched to SCIG infusions

because of its reduced side effects, ease of administration and
suitability for self-administration.
E. RICHARD STIEHM, MD, is professor of pediatrics at the David Geffen
School of Medicine at the University of California, Los Angeles.
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HyaluronidaseFacilitated SCIG
While its novelty comes with challenges and concerns, the use of hyaluronidase to administer
subcutaneous immune globulin has unique advantages.
By Bob Geng, MD

SINCE THE BEGINNING of its use, immune globulin (IG)
therapy has been administered through various delivery methods.
Historically, it was given as an intramuscular injection, which
has largely fallen out of favor due to poor tolerance by most
patients. Currently, IG therapy is either administered intravenously
(IVIG) or subcutaneously (SCIG). IVIG quickly achieves a high
serum concentration with an initial peak and declining levels
throughout the dosing cycle, leading to a trough at the end of the
cycle. IVIG administration advantages include infrequent dosing
(usually ranging every three to four weeks for primary immunodeficiency [PI] indications) and the ability to deliver a large
amount of IG in one infusion. However, several challenges to
IVIG administration exist: The initial peak in serum concentration is often associated with systemic adverse effects; the waning
trough at the end of the cycle can be associated with a
“wear-off” effect; and for many patients, repeated
IV access becomes problematic.
Due to these challenges, the conventional
SCIG administration was formulated.
Typically for PI patients, conventional SCIG
is administered weekly. More recently,
some SCIG products have received indications for infusion every other week or
multiple times a week. SCIG administration does not lead to a serum peak or
trough; rather, it maintains a steady-state
IG serum level due to more frequent
dosing, as well as a depot effect from
slower release of product into the bloodstream from the subcutaneous space.
Patients generally complain of
far fewer systemic adverse
reactions and do not
often encounter the
wear-off effect.

Challenges of SCIG Administration
Although some challenges of IVIG administration have been
overcome by conventional SCIG administration, the latter has
presented its own set of challenges. First, due to limited capacity
of delivery at any particular site, more frequent injections in
multiple injection sites are needed. This leads to a greater number
of needle sticks, as well as higher potential for local adverse reactions,
even though the frequency of systemic adverse reactions is
decreased compared with the IV route. Second, SCIG therapy is
approved for self-administration or administration by family
members or caretakers. Therefore, most insurance plans will
approve only initial nursing visits to teach patients or caregivers to administer the medication; they will not approve
home administration by a healthcare professional. While selfadministration has led to a great deal of convenience and independence for many patients, some patients (particularly the elderly,

Hyaluronidase-facilitated
SCIG is designed to
mitigate many of the
challenges with the other
routes, while preserving
their advantages.
disabled or those with cognitive impairment) have difficulty with it.
Lastly, more frequent administration can become a hindrance to
patients who travel frequently or have less-predictable schedules.
Given the benefits and challenges of the IV and conventional
SC routes of administration, hyaluronidase-facilitated SC delivery
was developed. Hyaluronidase-facilitated SCIG is designed to
mitigate many of the challenges with the other routes, while
preserving their advantages. It is the only SC delivery system that
allows for once-a-month administration, bypassing the need for
multiple injections in multiple sites with the conventional
SC approach. It also bypasses the initial high serum peak of
IVIG and the need to establish IV access. Furthermore, the
hyaluronidase-facilitated product is approved for healthcare
provider administration. Theoretically, then, hyaluronidasefacilitated SCIG achieves the best of both worlds.
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What Is Hyaluronidase-Facilitated Delivery?
Hyaluronidase-facilitated delivery of SCIG therapy combines
two components: 10% IG product and recombinant human
hyaluronidase. Hyaluronidase is an enzyme that assists in breaking
down hyaluronan, or hyaluronic acid, that exists as a gel-like
substance underneath the skin. This enzyme exists naturally in
the body to help turn over hyaluronan, which is naturally
replenished on a daily basis. With conventional SCIG therapy,
the amount of IG that can fit into the subcutaneous space
underneath the skin is limited due to the presence of hyaluronan,
which hinders the flow and volume of substance that can be
delivered. Therefore, the purpose of hyaluronidase is to temporarily
clear away the hyaluronan so a higher volume of IG can flow
more easily into the subcutaneous space.

Unique Aspects of Hyaluronidase-Facilitated
Subcutaneous Immune Globulin (fSCIG)
In clinical trials, hyaluronidase-facilitated SCIG (fSCIG)
achieved similar efficacy in reducing the frequency of infections
compared with IVIG. While the frequency of local reactions was
higher (expected from all SCIG products), the frequency of
systemic adverse reactions was lower compared with IVIG. And,
the potential adverse reactions and warnings for all IG products
apply to the hyaluronidase-facilitated product. However, there
are some unique aspects of the product and the administration
process that deserve discussion.

In clinical trials,
hyaluronidase-facilitated
SCIG ( fSCIG) achieved
similar efficacy in reducing
the frequency of infections
compared with IVIG.
First, unlike IVIG or conventional SCIG, fSCIG is packaged
in two vials in a fixed ratio of 2.5 grams of IG with 200 units of
hyaluronidase. It comes in five strength combinations: 2.5 g/200 U,
5 g/400 U, 10 g/800 U, 20 g/1,600 U and 30 g/2,400 U.
Second, a lingering concern regarding the development of
30
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anti-hyaluronidase antibodies following repeated administration
led to a delay in the commercialization of fSCIG. However, it
has been demonstrated that while 18 percent of subjects in a
Phase III study developed antibodies to hyaluronidase, the
antibodies are nonneutralizing, meaning they do not block the
effect of hyaluronidase. An additional concern was that since
hyaluronidase is expressed on the adult male reproductive system,
the development of antibodies against hyaluronidase might
affect male fertility. To date, there has been no evidence that the
use of hyaluronidase is associated with male infertility. However,
long-term studies are lacking in this area, and additional longitudinal
studies are needed for more definitive assessment.
Third, the administration process is more involved than
conventional SCIG. Prior to infusion, the hyaluronidase needs
to be injected at the rate of 1 mL to 2 mL per minute through
manual push. Then, within 10 minutes of the hyaluronidase
injection, the IG infusion needs to occur. Unlike IVIG or
conventional SCIG, there is a ramp-up phase for fSCIG. This
phase involves increasing the amount of IG given over the first
seven weeks during which therapy is received in weeks one, two,
four and seven, and therapy is not received during weeks three,
five and six. The rate of infusion is also a changing variable
during the first several infusions. The package insert for fSCIG
recommends gradually increasing the infusion rate in five steps
up to the maximum rate (300 mL per hour per site). The
uniqueness of fSCIG is that it allows for up to 600 mL of
product to be infused in one SC site for patients who weigh
more than 40 kg and up to 300 mL of product per site for
patients who weigh less than 40 kg. Therefore, given the maximum
rate allowed, many patients could have the entire monthly IG
dose administered in one site in one hour.
However, due to the fluctuating parameters and the need for
high flow rates, traditional fixed flow rate pumps commonly
used for conventional SCIG are not compatible. Instead,
programmable pumps that allow for adjustable infusion rates
are needed for successful fSCIG administration.
Lastly, from a pharmacologic standpoint, unlike conventional
SCIG, fSCIG has a small peak and results in a trough at the end
of the month. Compared with IVIG, the peak serum level is
delayed (a few days following the initial infusion) rather than
at the very beginning, and the peak serum level is a lot lower.
And, similar to IVIG but distinct from conventional SCIG, the
trough at the end of the month is at a similar level compared
with IVIG, and lower than the steady-state level seen in conventional SCIG. Throughout the dosing cycle, the decline in
serum level parallels that of IVIG administration.

Potential Concerns
Hyaluronidase-facilitated delivery presents significant advantages,
yet its unique aspects also present certain challenges and concerns.
While the rate of systemic adverse reactions is lower compared
with IVIG, very little evidence has been presented comparing the
rate of systemic adverse reactions compared with conventional
SCIG. The serum peak level is much lower than with IVIG, but
it is still higher than the steady-state level with conventional SCIG.
The waning serum level throughout the cycle is an additional
concern. One advantage of conventional SCIG is that it produces
a steady-state consistent serum level rather than fluctuating
levels. Some people have suggested that the trough at the end of
the cycle with hyaluronidase-facilitated delivery is associated
with the wear-off effect seen with IVIG. According to the
pharmacokinetic studies of fSCIG, the trough level is at the
same level as IVIG and significantly lower than the steady-state
with SCIG. Some experts believe more frequent IG replacement
therapy helps to mimic the natural production of IG compared
with less-frequent administration.
The safety of hyaluronidase has been demonstrated in clinical
trials and in postmarketing use during the past two years.
However, the safety of hyaluronidase in the quantity and duration
needed for PI patients (decades of persistent use) has not been
established. Conventional SCIG and IVIG have had a much
longer track record for safety. And, while hyaluronan is replenished
on a daily basis by the body and there have not yet been any
reported permanent structural changes in the skin at injection
sites, the dermatologic effect of repeated breakdown of hyaluronan
by exogenous hyaluronidase over the long run is still unknown.
Lastly, compared with conventional SCIG and IVIG, the
administration of fSCIG is more involved, with the need to first
administer the hyaluronidase, ramp-up and adjust the infusion
rate. The more steps involved in a process, the more room there
is for error. While steps can be taken to minimize error with
proper education and training by nurse educators, as well as
pre-programming infusion pumps to automate infusion rate
escalations, the process itself is still more complicated, particularly
if the patient or caregiver chooses to administer it themselves.

Possible Future Directions
Hyaluronidase-facilitated delivery of IG is an innovative
approach that has significant potential beyond its current
approved used. For children, it can be of tremendous value since
IV access is often difficult and traumatic. Frequent needle
sticks in conventional SCIG is often unpleasant for young children, and a once-a-month stick with a 24-gauge small needle

is likely to be far more tolerable than two sticks every week.
The ability to use hyaluronidase to deliver 300 mL to 600 mL
per site opens up the opportunity to use it for high-dose replacement
therapy for patients with significant pulmonary complications
who need higher trough levels or PI patients with concomitant
protein-losing processes that need higher replacement dosing.

Hyaluronidase-facilitated
delivery of IG is an
innovative approach that
has significant potential
beyond its current
approved use.
Lastly, the ability to deliver higher doses more efficiently also
opens up the possibility of using it for immunomodulation.
Neurology, rheumatology, dermatology and hematology
patients who need immunomodulation doses between 1
gram/kg and 2 grams/kg may benefit tremendously from
hyaluronidase-facilitated SCIG infusions, particularly if they
could not tolerate IVIG in the past or have poor venous access.

A Novel Delivery Approach
The use of hyaluronidase to facilitate the administration of
SCIG is an attempt to improve the efficiency, tolerability and
delivery of IG replacement therapy in PI patients. The unique
features provided by hyaluronidase combine some of the advantages
seen in IVIG and conventional SCIG. However, the collective
clinical experience of using hyaluronidase for IG replacement
therapy is limited due to its novelty, and there are some potential
concerns and drawbacks that need to be considered. Nonetheless,
this novel delivery approach provides an additional helpful option
in the therapeutic modalities that exist for IG replacement. The
potential of this delivery approach far exceeds the bounds of PI,
and, hopefully, will be considered for other conditions that require
far higher doses to achieve immunomodulation.
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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Communicating about chronic illness on social media
sites can be beneficial, but can it also be harmful?
By Meredith Whitmore
IN 2014, PEW Research Center reported that 74 percent of
adults interact socially on the Internet.1 Whether it’s Twitter,
Facebook, Reddit or Tumblr, social media platforms have one
thing in common: self-disclosure. They are sites where people
often reveal personal information about themselves to friends,
acquaintances and, sometimes, strangers.
Hundreds of types of messages for as many different reasons
are posted on social media sites. The quick, harmless posts range
from “Lasagna for dinner tonight!” to vacation highlights, complete with “Wish you were here” tags and pictures. But, there are
also the potentially harmful personal posts about feelings and
well-being. Due to the very nature of the Internet, which
promotes scanning over careful reading2 — not to mention that
text is devoid of tone — it becomes difficult to determine when
these types of posts are appropriate or not.
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For chronically ill people and their friends and family,
social media sites can become the canvas upon which their
emotional and physical health is publicly displayed. Most of
us have seen examples of this. For instance, someone wants
their online friends to know they’re feeling particularly ill, so
they “overshare” about their diagnosis, posting gritty details
in hopes they offer catharsis, understanding or both. Upon
reading these posts, some might feel sympathy and reach out,
whereas others might feel uncomfortable and pull away. And
when this type of information is repeatedly shared, some
might begin to view the poster of these messages in a different, sometimes undesirable and awkward light. Whether such
a response is fair is beside the point, but knowing that
negative perception is a possibility is helpful when using
social media.

Benefits of Social Media
Like all forms of technology, social media is neutral: It can be
used for healthy and unhealthy purposes. The good news is that
social media has proved helpful to many chronically ill patients.
Health forums such as Inspire and PatientsLikeMe can be
especially helpful because they allow patients and healthcare
providers to share important information such as news relating
to clinical research and drugs. They can also help patients form
caring friendships with those who understand a particular
condition, often providing encouragement, personal accountability regarding treatment, treatment tips and inspiration.
According to one Inspire user, “The health community I’m part
of helps because I am understood — the struggles, the pains, the
mysteries, the hard road to getting appropriate medical care and
treatment, the disappointments and despair, and the quirky
triumphs. I love sharing the triumphs, some of which would
be meaningless to others. I also feel useful when I can support
and offer assistance in any way to my fellows, and that is very
important to my self-esteem.”
Social media can even help patients find the best doctors and
promote advocacy among those with chronic illness. People
understand the importance of social media communities. A
2014 survey of PatientsLikeMe users revealed a majority of
members were willing to share their health information if it helps
others patients or even advances treatment and helps doctors to
know more about an illness.3

Pitfalls to Navigate as a Patient
But there are risks and challenges with social media usage for
patients.
In forums, for example, it can be difficult to find accurate
information. Unless there is an active moderator who checks
facts, what is shared is often “folk wisdom.” “The Internet is full
of anecdotal data, not systematic information,” explains
Portland, Ore., psychologist Joseph Rhinewine, PhD. “When
you go into a forum or other online group and ask, ‘What
medication should I use to treat my fibromyalgia?’ you’re going
to get people’s opinions. That means nothing for you. A study of
one is scientifically untenable.”
There’s also the risk of “oversharing” about life or a condition.
Craving attention and seeking affirmation from outside sources is
common; patients want to let others know they’re struggling in
hopes of finding help and relief. Emotional relief is often found in
forums and online support groups that connect people with the
same disease. But, on sites where others may not understand about
a particular sickness, excessive sharing can be awkwardly perceived.

Patients must determine their own motivations for posting
about their condition. That might seem subjective, but there are
questions they should ask themselves before publishing their
thoughts for the world. First, are they using social media too
frequently? “If you believe you’re using it in excess, then you
probably are,” says Dr. Rhinewine. It’s important to understand,
he adds, that excessive social media usage can cause depression
rather than provide comfort.4
To determine whether social media usage is excessive or
detrimental in other ways, Dr. Rhinewine says the next thing to
look at are values: “What do you want your life to have been
about after the 100 years are over? Check whether or not your
behavior is lined up for that. If it isn’t, look at where it’s really
incongruous and see if it would be worth realigning [with your
goals and hopes] even if that’s very uncomfortable for you.”

For chronically ill
people and their friends
and family, social media
sites can become the
canvas upon which their
emotional and physical
health is publicly displayed.
“With chronic illness, one of the things that are corrosive
about social media is the fact we often begin to identify with our
disorder,” explains Dr. Rhinewine. “And that can become a
central aspect of people starting to squeeze out what is terrifically
meaningful in their lives as it becomes less and less central in
their self-definition.” Online forums, he says, are helpful in
many ways, but they can also strengthen the tendency to
over-identify with an illness. Therapists can help patients to
transform that energy into something more meaningful and
positive such as a hobby, friendships or even education.

Tips for Caregivers and Friends
What healthy social media usage looks like is highly subjective,
and what patients deem is healthy may look unhealthy to others.
While only patients can fully understand their motivations, their
IG Living

|

December-January 2017

|

IGLiving.com

33

An adminiistration
pllan that ffiits
my lifesty
yle
le.

Thee ffreedom
Th
eedom of
of more
peersonal ttim
personal
tiim
imee with
with
th HYQVIA,
HYQV
H
YQ
Y
QV
VIA
IA,
A
the
he on
only
ly on
once-a-mo
ce a month
nth subQ
ubbQ Ig*
g
For
o adults
adul s with
wi prima
primary
immunode
mm
munodefificien
fici
ciennccyy (P
((PI)
PI)

Scchhedduul
ule aann
appo
ppointtme
ment wit
ithh yyour
our
phhyysician ttoo see
see if
se
HY
YQV
QV
Q
VIA is right fo
forr yyou
ou.
* subQ
ubQ Ig,
g, also
so known
now as subcutaneous
ub utaneous
ou immune
une globulin.
glo ulin.

Please
Ple
ase ssee
ee th
thee Indi
nd cation
cation an
and
d
Important
mpo tant Ris
Risk
k Info
nformation
ormationn on
the
he adjacent
aadjacent pa
pages
ges
es and
and thee Brief
Brief
Br
Summ
Summar
ma y off HYQVI
HYQVIA Prescribing
Prescribing
Information
nform
mation oon
n the
he reverse
reversee side.
side..

To lleearn more about HYQ
QVIA, vis
i it www.HYQVIA.com

NEEDLE

INFUSION SITEE

TIME A MONTH
M

A second site can be used at the
discreetion of the physiciaan and patient
based
d on tolerability and total volume1

HYQ
Y VIA [Immun
u e Globulin Infusion 10% (Human) with Recombinant Human Hyaluronidase] is the only once-a-month
subQ Ig with recombinant human hyaluronidase (hy•lah•RON•ah•dase) and Ig. The hyaluronidase temporarily opens the
subQ space, allowing a larger amount of Ig to reach the subQ tissue and be absorbed into the bloodstream to hellp fight
infection. It’s the reason yo
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y ur monthly dose of HYQ
Y VIA using 1 needle, 1 infusion site, 1 time a month.

INDIC
CATION AND
D USAGE
HYQVIA [Immunee Globulin Infusion 10% (Human) with Recombinant
ombinant Human
Hyaluronidase] iss an immune globulin with a recombinant human hyaluronidase
indicated for the trea
t tment of Primarryy Immunodeficienccyy (PI)
(PPI) in adults. This includes,
but is not limited to, common variable immunodeficienccyy (CVID),
(C
CVID), X-linked agammaglobulinemia, conngenital agammaglobulinemia, Wiskott-Alldrich syndrome, and severe
combined immunnodeficiencies.
Limitation of Use: Safety and efficaccyy of chronic use of recombinant
recoombinant human hyaluronidase in HYQVIA ha
h ve not been established in conditions othher than PI.
Detailed Importaant Risk Information
HYQVIA can caause serious side effects. Call your heealthcare professional or
go to your emeergency department right away if you
u get:
• Hives, swellingg in the mouth or throat, itching, trouble breathing,
b
wheezing, fainting or dizzinesss. These could be signs of a serious allerrgic reaction.
• Bad headachee with nausea, vomiting, stiff neck, fever, and sensitivity to light.
These could bbe signs of swelling in your brain.
• Reduced urinaation, sudden weight gain, or swelling in your
y legs. These could be
signs of a kidnney problem.
• Pain, swellingg, warmth, redness, or a lump in your legss or arms, other than at the
infusion site(ss). These could be signs of a blood clot.
• Brown or red urine, fast heart rate, yellow skin or eyes.. These could be signs of a
liver or blood problem.
p
• Chest pain or trouble breathing,
breathing blue lips or extremitiess.
s These could be signs
of a lung probblem.

These arre not all the possible side effects with
ith HYQVIA. TTalk
alk to your
healthcare
are professional about any side effects
cts that bother you or that don’t
go awayy.
What is the most important information thatt I should know about HYQVIA?
• HYQVIIA can cause blood clots.
• Call yoour healthcare professional if you have pain,
ain, swelling, warmth, redness, or a
lump inn your legs or arms, other than at the infuusion site(s), unexplained shortness
of breaath, chest pain or discomfort that worsens
ns on deep breathing, unexplained
rapid ppulse, numbness or weakness on one side
de of the body.
• Your healthcare
h
professional may perform blood
bloood tests regularly to check your
IgG level.
vel
vel.
• With your
y consent, your healthcare professional
al may provide blood samples to
Baxterr Healthcare Corporation to test for antibodies
odies that may form against the
hyalurronidase part of HYQVIA.
• Do nott infuse HYQVIA into or around an infected
ed or red swollen area because it
can caause infection to spread.
• Talk too your healthcare professional if you become
ome pregnant. Women who become
pregnaant during HYQVIA treatment are encouraged
aged to enroll in the HYQVIA
Pregnancy Registry by calling Medical Information
tion at 1-866-424-6724.
What aree the possible or reasonably likely side
ide effects of HYQVIA?
After HYQ
QVIA infusion a temporary, soft swelling may occur around the infusion site,
which may
ay last 1 to 3 days, due to the volume of ﬂﬂuid infused. Mild or moderate pain,
redness, swelling, or itching may occur at the site of infusion and generally go away
in a few hhours.

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.

We’ve got patients with PI covered
Eligible patients on a prescribed Shire Ig product with commercial insurance can save up to a total of
$5,000 within a 12-month period on their deductible, co-payment, or co-insurance for medication
costs with MyIgCoPayCard. This program provides financial support for all Shire Ig products
regardless of household income. Patients are eligible for a maximum benefit of $5,000 in total Shire
support within a 12-month period to:
• Help ensure that patients with PI have access to Shire Ig treatment
• Lessen the burden of out-of-pocket expenses for Shire Ig treatment
*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 Globulin (Ig) treatment for primary
immunodeficiency (PI) and allow for copay or co-insurance assistance. Shire reserves the right to change or discontinue this program
at any time without notice. Please see full treatment-specific Terms and Conditions on product web sites for additional program
restrictions and eligibility requirements or call MyIgSource for more information (855-250-5111).

Enrollmen t in MyIgCoPay Card is easy— start today!
For more information, visit MyIgSource.com or call 855-250-5111.
Reference
1. HYQVIA [prescribing information]. Westlake Village, CA: Baxalta US Inc.
© 2016 Shire US Inc., Lexington, MA 02421. All rights reserved. 1-800-828-2088.
SHIRE and the Shire Logo are registered trademarks of Shire Pharmaceutical Holdings Ireland Limited or its affiliates.
HYQVIA is a trademark or registered trademark of Baxalta Incorporated, a wholly owned, indirect subsidiary of Shire plc.
S17864 11/2016

Once a month
or more ffr
requently,
if need
ded
d.†

†

FFrequency
qu ncy and
nd nuum
m er of
mber
o inf
infusion
sion ssitees ca
can be adjusted
dju ed
a determined
as
det rm ed byy yyour
yo r doctor
d ctor, taking
tak g in
intoo cconsideration
nsid rat n vvolume,
um
total
al infusion
us ttime,
e, andd tolerability
er ity.

Pleease see the Indication and
d Important Risk Informat
attion
t on the adjacent pagess and the
Brief Summary of HYQVIA Prrescribing Information on the reverse side.

INDICATION
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HYQVIA is ann immune globulin with a reccombinant human hyaluronidase
dase indicated for the treatment
ent of Primary
Immunodeficciency (PI) in adults. This includes, but is not limited to, coommon variable immunodeficiency
ficiency (CVID),
X-linked agammaglobulinemia, congenitaal agammaglobulinemia, Wisskott-Aldrich syndrome, andd severe combined
immunodeficciencies.
Limitation of Use:
Safety and effficacy of chronic use of recoombinant human hyaluronidaase in HYQVIA have not beenn established
in conditionss other than PI.
PI
Important Risk
R Information about HY
YQVIA
HYQVIA cann cause blood clots. Call youur healthcare professional orr go to your emergency depaartment right away
if you have pain, swelling, warmth, redneess, or a lump in your legs or arms, other than at the infusion
sion site(s), unexplained shorttness of breath, chest pain oor discomfort that worsens onn deep breathing, unexplaineed rapid pulse,
numbness orr weakness on one side of thhe body. These could be signns of a blood clot.
Do not use H
HYQVIA
A if you are allergic to immune globulin (IgG), hyaluuronidase, or other blood prooducts, or have IgA
deficiency.
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PATIENT BRIEF SUMMARY of Prescribing Information
HYQVIA [Immune Globulin Infusion 10% (Human) with Recombinant Human Hyaluronidase]
The following summarizes important information about HYQVIA (pronounced
Hi-Q-via). Please read it carefully before using this medicine. This information
does not take the place of talking with your healthcare professional.
What is HYQVIA?
• HYQVIA is a liquid medicine containing immune globulin and Recombinant
Human Hyaluronidase. HYQVIA contains IgG antibodies, collected from
human plasma donated by healthy people. The antibodies help your body
to fight off bacterial and viral infections. The hyaluronidase part of HYQVIA
helps more of the immune globulin get absorbed into the body to
fight infection.
• HYQVIA is indicated for the treatment of Primary Immunodeficiency (PI)
involving the humoral immune system in adults.
• Safety and efficacy of chronic use of recombinant human hyaluronidase
in HYQVIA have not been established in conditions other than PI.
• HYQVIA is for subcutaneous use only.
What is the most important information that I should know
about HYQVIA?

• Antibodies to the hyaluronidase component of HYQVIA were formed in
some patients taking HYQVIA. It is not known if there is any long term
effect. In theory, these antibodies could react with your body’s own PH20.
PH20 is present in the male reproductive tract. So far, these antibodies
have not been associated with increased or new side-effects.
Call your healthcare professional or go to your 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.
• Bad headache with nausea, vomiting, stiff neck, fever, and sensitivity
to light. These could be signs of swelling in your brain.
• Reduced urination, sudden weight gain, or swelling in your legs.
These could be signs of a kidney problem.
• Pain, swelling, warmth, redness, or a lump in your legs or arms, other than
at the infusion site(s). These could be signs of a blood clot.
• Brown or red urine, fast heart rate, yellow skin or eyes. These could be
signs of a liver or blood problem.

• HYQVIA can cause blood clots.

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

• Call your healthcare professional if you have pain, swelling,
warmth, redness, or a lump in your legs or arms, other than at the
infusion site(s), unexplained shortness of breath, chest pain or
discomfort that worsens on deep breathing, unexplained rapid
pulse, numbness or weakness on one side of the body.

These are not all of the possible side effects for HYQVIA. You can ask
your healthcare professional for information that is provided to healthcare
professionals. Talk to your healthcare professional about any side effects that
bother you or that don’t go away.

• Your healthcare professional may perform blood tests regularly to check
your IgG level.

What should I tell my healthcare professional before I start
using HYQVIA?

• With your consent, your healthcare professional may provide blood
samples to Shire to test for antibodies that may form against the
hyaluronidase part of HYQVIA.

Before starting HYQVIA, tell your healthcare professional if you:

• Do not infuse HYQVIA into or around an infected or red swollen area
because it can cause infection to spread.

• Have IgA deficiency or a history of severe allergic reactions to IgG
or other blood products.

• Talk to your healthcare professional if you become pregnant. Women
who become pregnant during HYQVIA treatment are encouraged to
enroll in the HYQVIA Pregnancy Registry by calling Medical Information
at 1-866-424-6724.

• Are pregnant, trying to become pregnant or are breast feeding.

Who should not take HYQVIA?

• Have or had any kidney, liver, or heart problems or history of blood clots
because HYQVIA can make these problems worse.

How should I take HYQVIA?
• HYQVIA is infused under the skin (subcutaneously) up to once every
4 weeks.

Do not take HYQVIA if you:

• You can get HYQVIA at your healthcare professional’s office, clinic,
or hospital.

• Are allergic to IgG, hyaluronidase, other blood products, or any ingredient
in HYQVIA.

• You can use HYQVIA at home. You and your healthcare professional
will decide if home self-infusion is right for you.

• Have IgA deficiency with antibodies to IgA.
What are the possible or reasonably likely side effects of HYQVIA?
• After HYQVIA infusion a temporary, soft swelling may occur around
the infusion site, which may last 1 to 3 days, due to the volume of
fluid infused.
• The following local reactions may occur at the site of infusion and
generally go away in a few hours. Local reactions are less likely after the
first few infusions: mild or moderate pain, redness, swelling, and itching.
• The most common side effects of HYQVIA are headache, fatigue, nausea,
fever, and vomiting.

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.
The information provided here is not comprehensive. To learn more,
talk about HYQVIA with your healthcare provider or pharmacist. The
FDA-approved product labeling can be found at www.HYQVIA.com
or by calling 1-800-423-2090.

perspectives can become skewed. Even so, caregivers and friends
need to be careful about giving advice. “Many believe that when
you don’t know [what else to say], just give your opinion,” says
Dr. Rhinewine. “That’s what many psychologists are doing across
my field, and I think it’s really harming the public. I don’t want to
contribute to the ‘this is what you should do’ mentality. People’s
thoughts don’t work the way you think they will, and they often
don’t respond to what common sense would seem to dictate.”
To illustrate, Dr. Rhinewine says, “If a caregiver or friend were
to see that a patient seems to be identifying excessively with their
illness through social media, the worst instinct a caregiver or
friend could have would be to say something like, ‘Hey, maybe
you shouldn’t talk about it so much.’ That could be profoundly
invalidating for a patient. The caregiver and friend don’t know
what function [social media] is serving for the chronically ill
person. That could be the very best thing for them right now
and exactly what they should be doing.” In situations in which a
caregiver or friend knows the patient really well, he says it’s
possible to diplomatically say, “Hey, I think you might want to
back off of this.” But, in most instances, “offering concrete
advice is almost invariably perilous.”
Acting as a sounding board, rather than a black-and-white
advice-giver, can be much more beneficial. “It may be that if you
know the patient well, you could gently encourage them to see a
qualified therapist,” Dr. Rhinewine says. “Sometimes that kind
of advice or gentle nudging is welcome. Even if it’s unwelcome,
the person might reluctantly go with it and still benefit.”
Kathleen Franco, MD, a psychiatrist at the Cleveland Clinic,
shares many of Dr. Rhinewine’s thoughts, but her instruction for
friends, family and caregivers is perhaps a bit more prescriptive
for helping a chronically ill person to stop oversharing on social
media: “If you believe that someone is seeing primarily the illness
in themselves, and not their other good qualities, then help them
to see themselves outside of that light.” There are many ways to
do this, Dr. Franco explains, one of which is to ask: “Would they
go out to do something with you?” This could be taking a walk
together, volunteering at a charity, working with animals, taking
a class — anything that could help the person stretch their
perspective on themselves and their situation.
Dr. Franco also stresses to friends and caregivers that a patient
who seems to misuse social media is often driving people away
unintentionally, without understanding what’s happening. “The
patient becomes a martyr, and they intensify their efforts to
inappropriately reach out because it’s all they’ve known,” she
explains. “At some point, reaching out in that manner has
brought them closer to people, but they must learn to develop

another focus and plan for relationships. They have only a plan
A, so to speak, and they need to learn things about themselves
that they and others will appreciate.”

A patient who seems to
misuse social media is
often driving people away
unintentionally, without
understanding what’s
happening.
Weighing the Benefits vs. the Pitfalls
Social media sites can offer many benefits for patients,
including a place to connect with others with the same disease,
as well as to share information about lifestyle and treatments.
But, patients must also be cautious about what they post
and how their postings affect them and others. Before posting
anything on social media, patients should ask themselves a few
questions. Is what they are saying kind, true and valuable to
others? Would they say it face to face? Could what they are
expressing be selfish in some way? Is social media actually
increasing their frustration by enabling or encouraging them
to vent? What is posted online stays online in some form for
years. Are they posting things they won’t be embarrassed
about next summer — or two decades from now? Will they
regret saying it?
No one can provide patients and caregivers absolute answers
about appropriate use of social media. But, with careful thought and
gentle guidance, it’s possible to reap more benefit than harm.
MEREDITH WHITMORE is an English professor and freelance journalist
in the Northwest.
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For the Record —

The Case for
Managing Medical Records
Diligent patients attend to numerous
aspects of their medical care. But one thing
they may never have thought about doing
is taking charge of their medical records.
By Dana Henry
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DOCTOR AND POET William Carlos Williams once wrote
that so much depends on a red wheelbarrow. Though not nearly
as idyllic, in the world of modern healthcare, so much depends
on medical records. Despite their importance, many people
never even think about their medical records. And it’s no wonder,
given the way providers have traditionally viewed these documents.
“In medical school, we learn that medical records exist so that
doctors can communicate with other doctors,” says Leana Wen,
MD, an emergency room physician. “No one told us about the
benefits they could bring when shared with patients.”1
Like providers, patients tend to see medical records as doctors’
property for use by doctors, whether for ongoing care within a
doctor’s office, allowing doctors to communicate with each
other about their patients or reporting medical information to
health insurance companies. When patients walk into a provider’s
office with a health concern — especially an urgent or serious one
— medical records are probably the last thing on their mind.
Those records can remain an invisible element of the
healthcare transaction, at least from
patients’ perspectives. Yet,
in many ways, medical
records are all that
count in healthcare.
What’s included in them
serves as the basis for
covering or denying care,
conveying information from
one specialist to another and
making healthcare decisions
down the line, even years
later. Incomplete, inaccurate
and outdated information
can linger in medical records
without anyone noticing —
especially not the patients, who
probably aren’t even aware such
mistakes exist.
Fortunately, patients have rights
with regard to their records. Passed
in 1996, the Health Insurance
Portability and Accountability Act
(HIPAA) Privacy Rule explicitly
gives patients the right to inspect,
review and receive a copy of their
medical and billing records that are
held by health plans and healthcare

providers covered by the Privacy Rule.2 Covered health plans
include health insurance companies, company health plans,
HMOs and government programs that pay for healthcare such as
Medicare and Medicaid. Covered providers include doctors, clinics,
psychiatrists, dentists, chiropractors, pharmacies and nursing
homes, but only if they transmit any information in an electronic
form in connection with a transaction for which the Department
of Health and Human Services has adopted a standard.3 In simpler
terms, almost all entities patients deal with are covered by HIPAA.

Errors are another reason
people should be vigilant
about obtaining and
reviewing their records.
Better Records, Better Care
Information professionals recommend patients obtain and
keep a copy of their medical records for numerous reasons: 1) to
ensure new providers receive all the information needed and no
health information falls through the cracks; 2) to protect against
accidental loss of them by the provider, which can happen; and
3) to allow patients to keep records past the date providers must
legally keep them.2
Possessing records can also be a way for patients to learn more
about their medical conditions.2 Records may reveal information
patients might not otherwise see such as lab work anomalies that
have been flagged but never communicated directly to patients,
or blood pressure levels that have been inching up over time,
maybe even at different doctors’ offices. Records can also be a
valuable tool for helping family members better understand
patients’ conditions. And, if patients work with an advocate,
records can be an important part of that relationship.
Errors are another reason people should be vigilant about
obtaining and reviewing their records. The Joint Commission, a
nonprofit that provides accreditation to healthcare organizations,
found that communication failure was at the root of more than
70 percent of serious adverse health outcomes in hospitals.4
Medical records are one place that errors may stem from due to
poor communication that can be recorded and take on a life of
their own. Simple transcription and entry errors, for example,
can result in a wrong diagnosis or medication being added to
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records. Larger errors can also occur such as those that arise when
patients are discussing complicated medical histories with
providers. Some details may get lost or be misconstrued, and
those mistakes can make their way into records. Any error can
have serious consequences, either immediately or down the line.
Dr. Wen recounts a time when a patient came to the emergency room with abdominal pain, and the patient asked if she
could look at her record as Dr. Wen was updating it. “[The
patient] began pointing out changes [to her chart],” Dr. Wen says.
“She’d said that her pain had started three weeks ago, not last
week. Her chart mentioned alcohol abuse in the past; she admitted
that she was under a lot of stress and had returned to heavy drinking
a couple of months ago.” According to Dr. Wen, the patient’s

diagnosis became clear because she had been able to look at her
record and help fill in the blanks. The woman was suffering from
inflammation of the pancreas caused by alcohol use.1
This story illustrates just how important it is for patients to
take an active part in reviewing and discussing their records.
Health stories can unfold very differently when patients have the
ability to contribute to and help manage their narratives.

Accessing and Amending Medical Records
To access medical records, the first step is requesting them from
each provider. Most providers have a section on their website
where medical record request forms can be downloaded. Provider
offices can also send a copy of the request forms through the mail.

Tips for Record Management
It’s probably clear by now that keeping track of medical records can be a daunting task, especially when
conditions requiring numerous specialists or involved treatment are concerned. But there are several things
patients can do to make ongoing records oversight go as smoothly as possible:
Provide good information from the outset. Rather than rushing through new patient forms a few minutes
before an appointment, patients should pick forms up a day or two ahead of time, if possible, and fill everything
out at home. This will make it less likely that important information will be left off.
Request medical records right away, preferably after each visit. The task of collecting records becomes
more overwhelming as time passes, and more work needs to be done to catch up. If copies can’t be requested
at every visit, patients can set a time each month or every few months to deal with making records requests,
following up on outstanding requests and attending to any errors that are found.
Organize the personal copy of the record. There are many ways to do this. A three-ring binder for each specialty
area, organized chronologically from most recent to oldest documents, is one way. This approach allows patients
to take only the pertinent binders to each appointment. It also keeps the personal record from turning into a
mountain of unsorted paper that isn’t useful to anyone.
Store the personal copy of records safely. A record is only as safe as its location. Losing a record can lead to
starting the collection process all over again. Mishandling such sensitive information could also result in information
falling into the wrong hands. Good judgment should be used when handling both paper and electronic files.
Take advantage of free online health portals. Many providers offer lab work and other health information
online through their health portals. Though the entire record might not be available on a provider’s portal, the
information that is available can be printed out directly and, therefore, excluded from formal records requests.
This can save patients time and money. Portals can also simplify the process of collecting lab work and test
results when getting a second opinion, seeing a new specialist or preparing for a procedure.

State laws vary, but charges are typically based on the page
count for the records being requested. After the initial request for
records is made, fees are assessed and typically must be paid
before records are released. Being specific about what records are
requested can help minimize the fees involved. For instance, the
request can be limited to certain types of records such as lab
work, or to a specific date range. In many cases, electronic
records are less expensive than paper records.5 It’s worth asking
if an electronic version is available and if the cost is the same as
or less than printed records. Whether requesting either, be
prepared to wait a month or more before receiving them, says
the Center for Democracy and Technology (CDT).
Legally, patients have the right to ask for corrections to their
records. To do so, they should ask providers what forms need to
be filled out when requesting corrections and how they need to
be submitted. Small changes can be written on records themselves.
(A copy of the records should be made first so patients can retain
a copy.) Larger errors may require a letter explaining how records
need to be corrected.5 “Try to be as specific as you can,” the
CDT recommends. “If possible, include dates of treatment and
the names of the healthcare providers involved.”
Not all requests for changes are guaranteed. Requests can be
denied if providers believe records are accurate and complete or
if they did not create the records in question. If a request is
denied, patients can file what is called a statement of disagreement
with a provider. This statement must be added to the records
and included in future disclosures of them.5,6

Opening Up the Record
Healthcare providers are increasingly adopting an approach
in which they share notes with patients in real time, just as
Dr. Wen describes in her story. Doctors who work in this vein
may dictate a patient’s records during the appointment so the
patient can weigh in, right there on the spot. This evolution
has everything to do with trust, namely between the
provider and the patient.
One man, who encountered numerous difficulties
when he attempted to get his medical records for a
second opinion, was left with a feeling of distrust
in the medical system. “It’s like they and the
hospital were doing everything they could to make
it harder for me,” he says.7 Understandably, his
experience made him lose confidence in his
doctor and the hospital. The fabric of his relationship with healthcare itself was fraying. More
than anything, trust is what had been eroded.

A 2010 study called OpenNotes, which allowed patients to
read what their primary care providers wrote about them,
showed that most patients who had access knew more about
their medical condition, were better at taking their medicine and
felt like they were in better control of their health. Participants
also reported feeling more trust in their relationships with
providers. An impressive 99 percent of participants wanted to see
OpenNotes continue.1,8

Healthcare providers are
increasingly adopting an
approach in which they
share notes with patients
in real time.
“When patients see their records, there’s more trust and more
accuracy,” Dr. Wen says, adding that in her years of using an
open approach to the medical record, she has been able to
create better records, period. “The medical record becomes a
collaborative tool for patients, not just a record of what we
doctors do to patients.”
Today, OpenNotes says more than 10 million patients have
easy access to their clinicians’ notes.8 But, even in areas where
this movement hasn’t caught on, patients can still enhance their
healthcare by tracking their records and helping to shape their
healthcare stories. To learn more about OpenNotes and see
areas in which clinicians are using this approach, visit
www.opennotes.org/who-is-sharing-notes.
DANA HENRY is a writer and editor in the Kansas City area who specializes in
science, medicine and health.
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LET’S TALK

PROFILE:

Matthew Tillyer
By Trudie Mitschang

After a severe case of bacterial pneumonia, Matthew Tillyer was
on death’s door. Today, due to his family’s perseverance, he is
learning to walk again and interact like a normal teenager.

SEVERAL YEARS AGO, Kristen and Michael
Tillyer were a normal working couple with two
active boys. Like most families, their days consisted
of juggling careers, homework deadlines and
extracurricular activities. Then, their lives and
priorities dramatically shifted when their oldest
son, Matthew, experienced unusual neurological
symptoms following a severe case of bacterial
pneumonia. A once-energetic athlete, Matthew
was suddenly on death’s door with no diagnosis or
treatment plan in sight. Although initially scoffed
at by the medical community and repeatedly
denied care, the Tillyers persevered, eventually
obtaining approval for experimental intravenous
immune globulin (IVIG) therapy. Now 14 years
old, Matthew is gradually regaining his strength,
although the cause of his symptoms remains a
mystery. A story of courage and tenacity, the
Tillyer family’s journey provides inspiration for
anyone battling the odds for medical intervention.
44
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Trudie: When did your son Matthew first begin having
health problems?
Kristen: Matthew’s health problems began early in life
with allergies, asthma and reoccurring respiratory infections.
Some symptoms triggered generalized weakness, but he
always recovered. It took longer for weakness to leave his
body each time it occurred, but nothing more than treating
the infection was ever needed.
Trudie: When did his health take a turn for the worse?
Kristen: Nearly three years ago, he contracted a severe case
of bacterial pneumonia, and the worst and most complicating
generalized weakness and autonomic dysfunction set in.
During the pneumonia and the following few weeks, he lost
muscle control from his feet up to his neck. A very energetic,
full-of-life, strong student and athlete, Matthew became
dependent on us like an infant. He lost his ability to chew
and swallow properly and had weak respirations, so his
weight plummeted. He was on death’s door.
Trudie: What reaction did you get from healthcare
professionals?
Kristen: Because none of his symptoms were linked to any
known condition, he was scorned and mocked, as were we.
We were told he would just get better “if he wanted to,”
though he continued to fail to thrive in every way. He only
survived past the second month because I begged for a
feeding tube that was finally placed after he lost 26 pounds
in just seven weeks. Over the next couple of weeks, even
though he was receiving nutrition via the feeding tube, his
muscle strength did not change. That’s when we had to step
out of our comfort zone and begin searching for anyone who
could help us.
Trudie: What steps did you take to get a diagnosis?
Kristen: It turned into a battle to get him help. It really
was the most painful mental process anyone could go
through. To push our son in a wheelchair, to carry him limp,
to see him unable to move, on a feeding tube, mentally in a
fog and hardly able to articulate anything was unbearable.
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We went to countless neurologists only
to be told there could not be anything
physically wrong with our son because
they had never seen this before. It was
not only insulting, it made us wonder
how blind so many medical doctors
could be to symptoms that were so real to
our son, family and friends.
Trudie: Did you ever come close to a
diagnosis?
Kristen: A few possible neuromuscular
conditions were discussed, but none
seemed to perfectly fit the pattern he’d
been experiencing. So, after several
months, doctors began to think that
since one blood test showed unusual
numbers in his immune response to
infection, perhaps he was experiencing an
autoimmune reaction. They hypothesized
this response was potentially causing his
neuromuscular symptoms and autonomic
dysfunction. But there was still no offer
of medical intervention.
Trudie: At what point was IVIG
therapy suggested?
Kristen: It took nearly nine months after
he became ill for IVIG to be considered.
His symptoms had not improved, and we
were begging for something, anything,
that would bring back our son. As an
experiment, it was finally agreed to try
high-dose IVIG (2 g/kg) to see if it
improved symptoms.
Trudie: How difficult was it to get
insurance approval for IVIG therapy?
Kristen: Once his primary doctor
decided this was the right step, insurance
did not interfere. I’m not sure exactly
why insurance wasn’t a barrier, but I
often think they realized they had done
nothing outside of feeding this very
incapacitated child. It was the most logical
thing to do based on symptoms.

Trudie: Did you work with a patient
advocate?
Kristen: No, I never had a patient
advocate. That role was completely mine
from sunrise to sunset, 24/7, with help
from my husband and younger son, and
a couple of outside, unpaid extended
family members. We persevered, did
research, made phone calls, sent emails
and nursed him. We were on our own,
fighting for Matthew to live and have life
again, because no one believed in him
but us!
Trudie: What type of IVIG therapy
did Matthew undergo?
Kristen: Matthew received five days of
IVIG at an infusion center for the first six
cycles. He was on monthly cycles, one
week on, three weeks off. The remaining
12 cycles were performed in an overnight,
inpatient setting at the hospital.
Trudie: When did he begin to show
improvement?
Kristen: The progress was very slow.
The first month, he only learned how to
suck out of a straw again. Then, by the
third month, he was able to grasp light
objects with his hands. He received 18
cycles total. Near the end of the cycles,
he began intense outpatient neurorehabilitation. It has been nearly a year since
rehab began, and he has good upperbody control, but his lower body is still
quite weak, and he is dependent on a
wheelchair but is making strides walking
with a walker. Though still on wheels, he
can push himself now, eats all food
orally, and mentally interacts in a normal
way for his age. We are so thankful IVIG
has brought back his quality in life,
although a different norm than he once
had. There is fullness and joy in each
day again.
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Trudie: Why was the decision made to
stop IVIG therapy?
Kristen: Since Matthew’s condition is
still not fully understood, IVIG was
offered as an experiment. It was agreed
that if he stops progressing or regresses,
IVIG will resume.
Trudie: What is Matthew’s prognosis?
Kristen: Since Matthew still does not
have a diagnosis, he has no clear prognosis.
We live fully in each day, praying and
hoping we never see a return of the severe
symptoms he had and that he will walk
again. That day is not today, but it may
be in his future.
Trudie: What has this experience
taught you?
Kristen: Persevere through the storm;
the sun will shine again. You will not
know what day, but it will. Have faith
and believe in the unseen, because it’s not
unreal, it’s just not yet understood.
Trudie: What advice do you have for
other families going through a similar
challenge?
Kristen: Investing in truly knowing
Matthew and our younger son and
spending time learning what makes them
who they are has offered the best protection
we could ever provide in a medical crisis.
When it felt like the entire medical
community was attacking how real
Matthew’s symptoms were, my husband
and I were able to stay strong because we
know him, and we never doubted him.
In retrospect, we realized our knowledge
of who he is saved his life and has helped
him thrive again. Never doubt what you
know about your loved ones — it may
just save their lives.
TRUDIE MITSCHANG is a contributing
writer for IG Living magazine.
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PATIENT PERSPECTIVE

Learning Our Bodies’ Limits
By Stacey Philpot
LIKE ME, YOU’VE probably learned
the hard way that your body has limits
now and pushing past those limits
doesn’t turn out well. It’s easy the first
few times to miscalculate the strength
and endurance a certain task will take.
For instance, I miscalculated my ability
to withstand 12 hours in the sun roaming
the Disney parks with mouse ears in
tow. I was disappointed I had to call it a
day before the fireworks show, and even
more disappointed to find my body on
strike for days afterward. With great
frustration, I told my husband: “This
would have been nothing for my body

you can’t,” the voice in my mind
replied. It wasn’t a very inspirational
thought, but it was true. My body now
has limits. There was a time when
pushing past limits had been rewarding.
I challenged myself to push on to the
stop sign during my morning run or to
squeeze in three more sit-ups when my
abs were already on fire. But, now,
pushing on when my body is screaming
for rest or putting myself in a situation
with increased risk of infection “because
I set my mind to it” will only do greater
damage to my body in the long run. It
may take some time to learn new limits,

We may not be able
to do all we set our minds to,
but we can learn to adapt
to what our bodies need.
before. Remember the time we did
Disney the day before my marathon?”
But, there’s a new boss in town. Our
bodies are calling the shots. So, how do
we learn to listen?
Early in my illness, I was seated in a
wheelchair while a physical therapist
stretched out my leg, setting off a terrible
series of spasms. Looking around the
room, I allowed my gaze to fall on the
inspirational pictures on the wall. I settled
on one that said: “You can achieve
anything you set your mind to.” “Until
46
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but there is wisdom in learning and
honoring them.
I wish I could say with a straight face
that it will be smooth sailing once we
decide to be rule-following, limithonoring good boys and girls, but even
then, it will take practice. Some days,
we’ll miss it by a mile, others maybe by
only an inch, yet our bodies’ backlash
may be similar. I wasn’t joking about
limits. Will there be times we’ll sail past
them on purpose? Of course. We may
decide to go on a family vacation or

IGLiving.com

attend our child’s debut performance in
a school play long after our bodies have
signaled the warning flares. In these
instances, we’ll gladly color outside the
lines and pay the price. Didn’t our
moms say they knew we were rebels?
Inevitably, we will have only just
begun to operate within these new limits
with some level of ease when someone
turns the snow globe upside down, and
we’ll be forced to begin again. For me, it
happens yearly with the addition of a
new diagnosis or ailment that comes
with new or changing limits — just to
keep me on my toes. For you, it may be
a change in medications, food or climate
tolerances, or stress levels. Each time,
the learning process begins again. How
much can our bodies tolerate? What can
we eat? How do our bodies respond to
the environment? How long will our
bodies remain on strike if we push back?
Is it worth it? As we learn and relearn
these limits, it’s important to have a
support system in place, learning with
us, to gently rein us in when we start to
get a little overeager. They can also
bring us ice packs and blankets on
the days we’ve fallen off the cliff.
It happens.
Learning limits is an imperfect
process. We may not be able to do all we
set our minds to, but we can learn to
adapt to what our bodies need. And,
that’s pretty amazing.

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

I Wish I Could Tell My Friends
By Ilana Jacqueline
HERE’S WHAT I wish I could tell my
friends: I have every excuse in the world
why you aren’t there for me.
I’m sick too often. I’m sick, and I’m
too quiet about it. I’m sick, and I don’t
make a “big deal” out of being in the
hospital. I’m sick, but my husband and
mom will be there for me. I’m sick, but
this is just part of my life. And, you don’t
have to hold my hand through every single
day of it; that isn’t what friends are for.
At least, those were the excuses I came
up with during a particularly long hospital
stay after a very grueling surgery. I waited
for my friends to call or visit; I would
have been moved if they’d even texted.
But there was radio silence.
I was stunned, but told myself: I’m OK.
I don’t need their support. They have busy
lives. It’s a busy week. I can’t just expect
them to drop everything and acknowledge
that I’m struggling a little bit here. Can I?
I’m very careful to not step over that
line. I don’t want to be that girl who
always talks only about her disease. Of
course, with most of my health-writing
career based on my disease, it’s hard not
to be that girl. But when I’m with my
friends, I have an open ear, and I try hard
to not make the whole conversation
about how this huge monster of a disease
sometimes clouds my entire universe.
I had to work this out in my head. Did
they not notice? Or did they just not care
that I was in the hospital having major
surgery? Were they uncomfortable checking
in on me, or had too much happening
during that week, or what? What?
In the end, all that really mattered was
that by the time I was home and well-rested
enough to think about it, all I could
think was: “Wow, I have so many meaningless friendships.”

I was hurt. I didn’t want to get angry,
yell at them or be passive-aggressive. I
just wanted some space to digest the idea
that people who I had hung out with for
years just weren’t as close to me as I
thought they were.
I turned to my sister who’d recently
gone through something similar after her
fiancé was diagnosed with pancreatic
cancer. Some of their friends just seemed
to disappear in the moment. They didn’t
reach out at all. It was baffling. She
remembered feeling like she was speaking
to them in another language. They would
change the subject.
You can’t force someone to care, she
said to me. You can’t shake someone by
the shoulders until some nugget of
knowledge and empathy comes tumbling
out of their mouths. You can’t “will” someone
to show up in the surgical waiting room
or be there by your bedside when you
wake up in the hospital. You can’t ask
them to say the right thing or stand beside
you silently until the worst of it is over.
There are moments during chronic
illness that are unspeakably lonely. Really,
unspeakably — like no one ever talks
about them. The moments when you’re
deciding whether to go out for the night
because you just aren’t sure your body is
going to let you. Or, when you want to
be the one to get in your car in the middle
of the night and bring the ice cream to a
friend whose boyfriend has just broken
up with her — but you can’t, because
you have no more energy after the day.
All you can do is pick up the phone and
hope it’s enough. No one talks about that
moment after an unsettling doctor’s
appointment when you’re crying in your
car and wish someone was there next to
you making you laugh.
IG Living

I don’t have the answers. Give your
friends the benefit of the doubt? Don’t
throw the baby out with the bathwater?
Whittle down the list of people in your
life to those who would show up to ask if
this was a regular Tuesday crisis or a
major medical meltdown? (And would
slow down just long enough to check on
you with either one, either way?)
All I know is that rare diseases come
with the need for strong friendships.
There’s a quote from Brené Brown, a
research professor and author, that
reminds me what I’m looking for: “I’m
looking for what I call my ‘move the
body’ friends. I’m looking for the folks
who are going to show up and wade
through the deep with me.”
While the water may never be shallow
in a life with chronic illness, I know there
must be people who strap on their fins
and set out to swim. I’m going to be one
of them for someone else, and I know,
someday, I’ll look around and feel the aid
of friends who will be there to swim with
me. Because even if you’ve been swimming these waters forever, it’s better not
to swim alone.
ILANA JACQUELINE is a
26-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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PARENTING

Resources for Raising a Chronically Ill Child
By Jessica Leigh Johnson
NO ONE ENTERS the world of parenthood completely prepared. From the
moment parents learn their first child is
on the way, to the day that child leaves
the nest, they are inexpertly guiding their
children through new territory filled with
firsts: first steps, first words, first broken
heart. But, thankfully, in an age chockfull of information, parents have access to
helpful tools such as classes, books and
blogs covering close to every parenting
topic, from potty training to thumb-sucking
and discipline methods. Compared to
our ancestors, today’s parents have it
pretty good.

Unless they’re raising a chronically ill
child. Being a parent is hard enough, but
the stakes are elevated significantly when
the child suffers from a chronic condition,
making parents feel even more unprepared
and overwhelmed than their counterparts
raising healthy children. There really
should be a handbook that tells parents
what to do when they receive a bill from
a specialist that’s more than three-months’
pay. Or a hotline to call when Jimmy’s
post-infusion redness is now spreading
across his entire body. Child-rearing
classes can only teach so much, and
knowing the best way to swaddle a newborn
isn’t going to help one iota when he or
she has an infection that won’t respond
to antibiotics.
So, where do parents of chronically ill
children turn for help? While there is no
such thing as a “how-to” manual,
there are plenty of
resources available.
There is no need
to go it alone.

IG Living magazine. This magazine
provides information and resources for
those who rely on immune globulin (IG)
infusions, as well as their caregivers. IG is
prescribed for numerous conditions, and
in the back of each issue of the magazine
is an alphabetical listing, by condition, of
helpful resources such as websites,
support groups, organizations and books.
In addition, the magazine’s website
(www.IGLiving.com) provides an even
more complete list of resources.
Foundations and organizations.
Depending on the child’s diagnosis,
there may be one or more organizations
that educate the public about the disease
and offer support to families who live
with it. Foundations such as the
Immune Deficiency Foundation (IDF)
(www.primaryimmune.org) and the Jeffrey
Modell Foundation (www.jmfworld.com)
are two organizations that can provide
resources for the immune deficient
population about topics such as healthcare, pharmaceutical companies, health
and government agencies, plasma manufacturers, and tips for how to navigate
the new world of health insurance.
Health insurance resources. Because
of the many doctors and specialists
involved in the child’s healthcare, chronic
illness is often accompanied by hefty
medical bills. This means health insurance
is a must-have. Unfortunately, with the
government’s attempts to make healthcare
more affordable and accessible to everyone, some have found it more difficult to
obtain good insurance, afford the plan
they used to have or understand their
new plan. Government agencies such as
the Health Resources and Services
Administration (www.hrsa.gov) and the
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Health Insurance Resource Center for
Families, Individuals and the SelfEmployed (www.healthinsurance.org)
help patients and their families find
affordable health insurance and understand the Affordable Care Act and its
implications.1
Counselors and psychologists. Parenting
chronically ill children can be physically
and emotionally exhausting. When
parents take on this monumental task
without seeking help, they may experience caregiver burnout, depression or
anxiety. If experiencing such feelings or
symptoms, they should talk to their
doctor who may recommend they seek
help from a counselor or therapist.
Unfortunately, there can be a stigma
that goes with seeking help. Some parents
may assume that seeing a therapist means
they’re weak or a failure. They may worry
what others will think. As a result, many
decide not to pursue counseling despite
significant emotional, physical or mental
distress.2 But, as Dr. Dana Gionta, a
clinical psychologist, states: “Most people
who initiate counseling do not have a
serious mental illness. They have serious
life challenges or are going through
difficult life-cycle transitions that may be
taxing their current ability to cope. This,
in turn, may be adversely affecting their
well-being and ability to function as well
as they would like.”2
According to Suzanne Bennett
Johnson, PhD, a Florida State University
School of Medicine professor, when
faced with the challenge of managing the
care of chronically ill children, many
parents find they simply don’t have the
ability to cope. An example of this is a
large-scale international study conducted
to evaluate levels of depression and
anxiety among children with cystic
fibrosis (CF) and their parents. The study
evaluated nearly 1,000 mothers and 182

fathers, and found that 30 percent of
mothers of CF patients met the clinical
criteria for depression — double the rate
of a regular sample. It also found that
more than 55 percent of the children’s
parents or primary caregivers often
experienced feelings of anxiety. They
felt isolated and stressed by challenges

Connecting with other parents of
chronically ill children can be a wonderful preliminary resource or starting point
when help is needed. In times of stress
and uncertainty, they can be useful
sounding boards, offering insight and
advice, and helping to brainstorm solutions or suggestions. But, because they

There really should be a handbook
that tells parents what to do when
they receive a bill from a specialist
that’s more than three-months’ pay.
such as obtaining insurance for a child
with a pre-existing condition and bearing
the financial burden of multiple doctor
visits and medications. According to the
researchers, these findings suggest that
healthcare providers need to spend more
time evaluating the levels of stress and
anxiety in both caregivers and their
children.3 The hope is that by guiding
these parents toward psychological treatment, they and their children will find
new ways to cope and will begin to think
about their lives more positively.
Fellow parents. When parents first
learn their child has a chronic illness, they
may find help is no farther away than
their local clinic or hospital. Doctors and
social workers can connect parents to a
local support group or to a fellow parent
whose child is dealing with the same
condition. Many organizations such as
IDF offer parent networking programs
as well. Online support groups on
Facebook and Yahoo are another great
way to connect.
IG Living

are untrained medical professionals, their
advice should remain a starting point and
should never replace a doctor’s exam or
medical expertise.
While there is no one-size-fits-all
approach to parenting chronically ill
children, there is certainly no shortage of
help when parents find it hard to cope or
face an uncertain situation. Many resources
are available to help them avoid burnout
and find the help they need to raise their
chronically ill child.
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 Nonprofit Support
By Trudie Mitschang

PATIENTS LIVING WITH rare diseases need a variety of
people on their healthcare and support teams to help them
navigate the ups and downs of symptoms and treatment strategies.
Statistically, these patients are not alone; more than 30 million
Americans have been diagnosed with some type of rare or chronic
illness. But, that doesn’t mean having a diagnosis isn’t extremely
lonely, and knowing where to seek help when problems arise can
offer tremendous peace of mind.

Finding Needed Help
Even a decade ago, only a handful of nonprofits specialized in
rare diseases. Today, there is a dedicated group for almost every
need and diagnosis. The first thing to know is that, by definition,
a nonprofit simply refers to the business structure of the entity
itself, but the organizations offering assistance to patients fall
under several categories:
Disease-specific groups. Finding a group that specializes in a
specific diagnosis can offer tremendous practical and emotional
support. Once a group is found, it’s important to read its
mission statement to make sure the services it offers are in line
with individual needs. For example, some groups exist to drive
research and education, while others offer services that range
from finding healthcare providers, lobbying with state legislators
or hosting patient events and conferences.
Alliances. Sometimes, nonprofit advocacy groups partner
with one another to form an alliance. An alliance exists to tackle
large issues affecting patients and, in some instances, to serve as
an umbrella group for the advocacy of all patients with rare
diseases. These groups may also offer resources and support to
individuals with specific medical conditions, but their primary
50
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focus tends to be aimed at assisting the rare disease community
as a whole.
Support groups. Support groups can help patients deal with
the larger issues related to a chronic illness, or may focus on
symptoms related to the disease such as loss of mobility, chronic
pain or vision impairment. They may have regional and local
chapters, and many have online forums. When considering
joining a group, testing the waters online may provide opportunities to meet others who share symptoms and challenges.
Whether in person or online, support groups can empower
patients to become their own healthcare advocate.
Advocacy groups. Patient advocacy groups provide many
helpful resources for patients struggling to adjust to life with a
rare disease. In many cases, financial assistance, access to clinical
trials or assistance in attaining special medical equipment is
offered. Some groups offer counseling and assistance for patients
dealing with school or employment issues or health insurance
concerns. Another helpful resource often found on advocacy
sites are physician directories that are typically searchable by
specialty and/or state and ZIP code. Because advocacy
groups typically have a medical advisory board made up of
experts in the field, patients can consider their recommendations
trustworthy.
Educational groups. Once patients receive a diagnosis, the
first thing they are likely to do is “Google” information about
their disease. The problem is, many online “experts” are anything
but, and much health-related information online is unreliable at
best. A nonprofit educational/research group may provide
medical information in easy-to-understand terms to help
patients learn more about their condition, while also providing
insights on available treatment options and trending research.
Larger, national nonprofits are considered a trusted resource for
up-to-date information regarding even the most rare diseases.
Living with a rare disease presents many hurdles, but help is
available. Whether patients want to connect with other people
who understand how having a chronic condition affects their
quality of life, need medical and treatment information, would
like to participate in a clinical trial, or want to access resources
for financial assistance, a nonprofit organization dedicated to a
specific disease can offer a wealth of much-needed support and
guidance.
TRUDIE MITSCHANG is a contributing writer for IG Living magazine.
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Resource Guide to Nonprofit Assistance

The Assistance Fund
The Assistance Fund provides critically or
chronically ill individuals with access to
advanced therapies through a continuum of
services and programs, including education and
financial aid. It offers assistance with copays,
deductibles and insurance premiums.
4700 Millenia Blvd., Suite 310,
Orlando, FL 32839 • (855) 845-3663
www.theassistancefund.org

EveryLife Foundation for Rare Diseases
The EveryLife Foundation for Rare Diseases is
dedicated to accelerating biotech innovation for
rare disease treatments through science-driven
public policy. Currently, there are fewer than
400 approved treatments for 7,000 rare diseases
affecting more than 30 million Americans.
EveryLife Foundation hopes to significantly
change that number.
77 Digital Drive, Suite 210, Novato, CA 94949
(415) 884-0223 • www.everylifefoundation.org

Families USA
Families USA is a national nonprofit, nonpartisan
organization dedicated to achieving high-quality,
affordable healthcare for all Americans.
1201 New York Ave. N.W., Suite 1100
Washington, DC 20005
(202) 628-3030
info@familiesusa.org
www.familiesusa.org

Global Genes
Global Genes is one of the leading rare disease
patient advocacy organizations in the world. The
nonprofit promotes the needs of the rare disease
community under a unifying symbol of hope: the
Blue Denim Genes Ribbon. What began as a
grassroots movement in 2009, with just a few rare
disease parent advocates and foundations, has since
grown to more than 500 global organizations.
28 Argonaut, Suite 150, Aliso Viejo, CA 92656
(949) 248-RARE (7273) • www.globalgenes.org

The HealthWell Foundation
HealthWell is committed to addressing the
needs of individuals with insurance who cannot
afford their copayments, coinsurance and premiums
for important medical treatments.
P.O. Box 4133
Gaithersburg, MD 20878
(800) 675-8416
grants@healthwellfoundation.org
www.healthwellfoundation.org

Immune Deficiency Foundation (IDF)
IDF is the national patient organization dedicated
to improving the diagnosis, treatment and quality
of life of persons with primary immunodeficiency
diseases through advocacy, education and
research.
110 West Road, Suite 300,
Towson, MD 21204
(800) 296-4433
info@primaryimmune.org
www.primaryimmune.org

Jeffrey Modell Foundation (JMF)
JMF is a public charity devoted to early and
precise diagnosis, meaningful treatments and,
ultimately, cures through clinical and basic
research, physician education, patient support,
advocacy, public awareness and newborn screening.
780 3rd Ave.
New York, NY 10017
(212) 819-0200
info@jmfworld.org • www.info4pi.org

National Patient Advocate Foundation
National Patient Advocate Foundation is a
national nonprofit organization providing the
patient voice in improving access to, and
reimbursement for, high-quality healthcare
through regulatory and legislative reform at the
state and federal levels.
725 15th St. N.W., Tenth Floor,
Washington, DC 20005
(202) 347-8009
action@npaf.org • www.npa.org

IG Living

National Organization for
Rare Disorders (NORD)
NORD is a patient advocacy organization
dedicated to individuals with rare diseases and
the organizations that serve them. Along with its
more than 250 patient organization members,
NORD is committed to the identification,
treatment and cure of rare disorders through
programs of education, advocacy, research and
patient services.
55 Kenosia Ave., PO Box 1968
Danbury, CT 06813-1968
(800) 999-6673
orphan@rarediseases.org
www.rarediseases.org

The Patient Access Network
(PAN) Foundation
PAN offers help and hope to people with
chronic or life-threatening illnesses for whom
cost limits access to critical medical treatments.
It offers assistance for deductibles, copayments
and coinsurance.
P.O. Box 221858
Charlotte, NC 28222
(866) 316-7263
contact@panfoundation.org
www.panfoundation.org

Patient Services Inc. (PSI)
PSI provides help in locating health insurance in
all 50 states, subsidizing the cost of health
insurance premiums, providing pharmacy and
treatment copayment assistance, assisting with
Medicare Part D coinsurance, and helping with
advocacy for Social Security disability.
P.O. Box 5930
Midlothian, VA 23113
(800) 366-7741
uneedpsi@uneedpsi.org
www.uneedpsi.org
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BOOK CORNER

Mystery Illness:
How to Gain Clarity,
Feel Empowered and
Advocate for Your Best Life

Chronic Illnesses, Syndromes,
and Rare Disorders:
The Ultimate Teen Guide
(It Happened to Me)

Author: Rochelle Bohannon
Publisher: Amazon Digital Services

Author: Marlene Targ Brill
Publisher: Rowman & Littlefield
Publishers
Literature and online resources about chronic and rare
conditions are not only limited but primarily aimed at adults.
Consequently, teens susceptible to these disorders are often
unable to find information that speaks directly to them, which
can prove both frustrating and discouraging. In Chronic Illnesses,
Syndromes, and Rare Disorders: The Ultimate Teen Guide, Marlene
Targ Brill looks at conditions that affect thousands of
young adults, including celiac disease, Crohn’s disease,
Down syndrome, hemophilia, melanoma, multiple
sclerosis, phenylketonuria, sickle cell disease
and Tourette syndrome. In addition to
providing specific information about
each of these conditions, the
book also offers general advice
to teens who face medical
challenges in general.

Mystery Illness will show readers how to harness their frustration and use it as fuel through a debilitating journey to
diagnosis. It is written to help empower through holistic healing
and confidently pursue the solution to illness so that, ultimately,
individuals can live their best life on the other side of it.
Included is a comprehensive understanding of how thoughts,
emotions, lifestyle, etc., play into illness (also known as
health mindfulness), the importance of mindset
and how it can dramatically impact a
person’s journey, an eye-opening
awareness to the realities of
today’s medical system, simple
strategies for staying empowered and taking action, and
straightforward exercises outlining how to become one’s
own advocate throughout
this process.

new and
useful reading

Say Yes to Success
Despite Your Chronic Illness:
10 Weeks to Overcoming the
Obstacles of Chronic Illness
and Finally Achieving What
You Want in Life
Author: Kristi Patrice Carter
Publisher: Amazon Digital Services
This 10-week plan written by Kristi Patrice Carter, a sufferer of
fibromyalgia and chronic fatigue syndrome, who has used these very
tools to enjoy life again, is written to help others with chronic illness
find themselves inspired, motivated and discover the life they’re
meant to live, regardless of the obstacles and illnesses in their way.
The book teaches readers to change their mindset, create visual triggers, make the most of life circumstances and set realistic priorities.
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Chronic Illness
as an Access to
Quantum Healing:
Passing Through
the Eye of the
Needle Into
Self-Actualization
Author: Jenny Rush
Publisher: Amazon Digital Services
After a number of years of being chronically
ill with Lyme disease, Jenny Rush had a
momentary realization that she was overlooking
a lesson that was resulting in continued ill
health. So, she shifted her primary focus from
the illness to addressing the multitude of experiences that the illness was provoking, which
resulted in ongoing shifts in perspective. This
book is a raw, honest and inspiring story that takes readers
through the common struggles of chronic illness such as
resistance, resignation, lack of self-worth, loss of identity,
suicidal depression, guilt and exhaustion into acceptance, surrender, awakening and true healing. It is written for anyone
dealing with chronic illness who longs for peace and fulfillment.

For a more comprehensive list of resources, visit the Resources page at IGLiving.com.

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

RESOURCE CENTER

Multiple Sclerosis (MS)

Peripheral Neuropathy (PN)

WEBSITES

WEBSITES

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

• Neuropathy Action Foundation:
www.neuropathyaction.org

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

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

• Multiple Sclerosis Foundation:
www.msfocus.org

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

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

Primary Immune Deficiency Disease (PI)

• Friends with MS: www.FriendsWithMS.com

Evans Syndrome
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

WEBSITES

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

• Immune Deficiency Foundation:
www.primaryimmune.org
• Jeffrey Modell Foundation: www.info4pi.org

Myasthenia Gravis (MG)

• The National Institute of Child Health and
Human Development (NICHD):
www.nichd.nih.gov/Pages/index.aspx

WEBSITES AND CHAT ROOMS

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

• American Academy of Allergy,
Asthma & Immunology: www.aaaai.org

ONLINE PEER SUPPORT

• Genetic Alliance:
www.geneticalliance.org

• International Patient Organisation for
Primary Immunodeficiencies (IPOPI) — UK:
www.ipopi.org

Myositis

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

WEBSITES

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

• 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

• IDF Common Ground: www.idfcommonground.org

ONLINE PEER SUPPORT

• IDF Discussion Forum: idffriends.org/forum

• Juvenile Myositis Family Support Network:
www.curejm.org/fsn/index.php

• IDF Friends: idffriends.org
• Jeffrey Modell Foundation Facebook Page:
www.facebook.com/JMFworld

• The Cure JM Foundation:
www.curejm.org

• Michigan Immunodeficiency Foundation:
www.facebook.com/groups/108048062584350

• Myositis Association Community Forum:
tmacommunityforum.ning.com
• Myositis Support Group – UK:
www.myositis.org.uk

Scleroderma
WEBSITES

Pediatric Autoimmune Neuropsychiatric
Disorder Associated with Streptococcus
(PANDAS)
WEBSITES

WEBSITES

• United Mitochondrial Disease Foundation:
www.umdf.org

WEBSITES

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

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

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

• Scleroderma Research Foundation: www.srfcure.org

ONLINE PEER SUPPORT

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

Mitochondrial Disease

• Scleroderma Foundation: www.scleroderma.org

WEBSITES

• Genetic Alliance: www.geneticalliance.org

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

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