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Creating a Comprehensive
Treatment Plan for Hereditary
Angioedema

Marc A, Riedl, san, s
Immiunol Adlengy Clin N Am 33 (2013) 47 1-485
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Suggested steps in developing a h e HUE plan
i i Evanlu ation of Gon firmed HA E

& Agsess current features of angicedema {(frequency, severity, anatomic lootion, trestment,
impact on activitiessyuality of life)

» Educate patient and family on HAE symptoms, triggerns, prodromes, risks, genetia, soreening
& Driscuss treatment goalk for patient

» Discuss requined soute treatment plan, oomparative medioti on opti ons

Disouwss option of routine prophylaces, comper st iive medication o ptions

Disouwss bemnefits of early acute treatment

» Drisouss unigue risbks of airsay ioedema i medical e alwation

» Discuss indications for short-tenm prophy laxis (surgical, medical, or dental procedunes)

Following Salection of Therapeutic A gemn i)

» Determine if candidate for self-administration beted on patient and medication facbonms

» Dretenmine @ite of trestment el f-admin strat ion vs home health provider v mediaal fadiny)

» Provide patienmt-spedfic prscoription and dinical documentstion for procssingipayor
st hveri zart o

= Arrange se f-admin St ration training (in office ar via home health) as applicalble

» Determine plan for reporting we of medioation: scheduled office wisit, phome
e-communication, home health repors

& Determine plan for commuonicstion of tresatment plan to local health care providerns,
imtegration of are 2 applicab e

» Provide too ks for navigsting health system: writhen treastment plan, letber USE drive, medical
alert bracelet

= Provide reources for angoing education
Periodic Follow-Up Evalu aticons

= Assess current features of angiocedema (triggers, frequency, severity, anatomic |ocation,
trestment impact on B ivitiesfquality of life)

» Rewview medication wse: frequenay and ef ficacy

» Review medicstion sdverse effects safery laboratory tests if indicated (B nogens:
semianmual liver function tests, lipid profile, complete blood count, urinalysis, amnual lver
ultrasonography; plasm a-derived CUNH: condider annual hepatitie BAC, human
i rrarm Lo effi Cleiry Wirus Tes timg )

» Disouss abstackes to trestment; ident ify reasons for untrested sy mptomrs that interfered with
activity

- e iirvbera et iene oo ication with other health cre providers; imegration of care

= Review whether patient goals are achieved with curment treatment plan

» Consider treatment adjustments if go als are not achieved (chamge acute medication or plan
logistics, addfremoveftitrate prophylacic therapy as clinically indicated)

« Ensure medication refillk are provided
» Review benefits of early acube trestment

& Review unigue rigks of airvay angioedema
& e e antidpated indicationg for shor-tenm proph ylaxis




Current medical management of hereditary
angioedema: results from a large survey of US
physicians

Mare Riedl, MD, MS#*; Richard G. Gower, MD+; and Carole Alison Chrvala, PhDi

Original Article

Current Medical Management of Hereditary Angioedema:
Follow-up Survey of US Physicians

Marc A. Riedl, MD, MS?, Aleena Banerji, MD", and Richard Gower, MD® La Jolla, Calif: Boston, Mass; and Spokane, Wash

rgy Clin Immunol Prac 2015
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Benefit

US Hereditary Angioedema Association Nledical Advisory
Board 2013 Recommendations for the Management of
Hereditary Angioedema Due to C1 Inhibitor Deficiency

Bruce L. Zuraw, MD?®®, Aleena Banerji. MD®, Jonathan A. Bernstein. MDY, Paula J. Busse. NMD?®,

Sandra C. Christiansen, MD?f, Mark Davis-Lorton, MD?, Michael M. Frank, MD", Henry H. Li, MD', William R. Lumry, MD’,
and Marc Riedl, MD* Ia Jolla, San Diego, and Los Angeles, Calif: Boston, Mass; Cincinnati, Ohio; New York and Mineola, NY;
Durham, NC; Chevy Chase, Md; and Dallas, Tex
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Ried MA, Allergy Asthma Proc, 2015



Treatment of Altacks

Effective emergency treatment
should be given as soon as
possible to arrest the attack. There
are several effective therapies
avallable, including:

1) C1-imhibitor conocemtrate by 1V
injection:
-20 Wkg {Berinert), or
-1000 W (Cinryze), or
-850 Wkg {Ruconest)
[ 4200 L

2) lcatibant (subcutaneocus ing)
=30 mg in 3 mil (Firszyr )

3) Ecallantide (subcutaneous inj)
=20 mg, 3=Trmi (Kalbitor)

Laryngeal Attacks

Becauss of the risk of asphyxiation
during a lanyngeal attack and
because the effective medicines
can take 3050 minutes to begin 1o
work, physicians should be
prepared 1o emergently intubats
the patient or perform a
cricothyrotony.

Signs of impending ainsay
obatruction include stridor, imability
to swallow, and change in the
wvoice. The airway may be
significamtly distomed and these
procedures should be performed
by an expert.

Additicnal iInformation

Online:  www_haea orng

Zuraw BL et al, US Hereditany
Angioedema Association Medical
Advisory Board 2013
recommendations for the
management of hereditany
angicedema due to C1 inhibitor
dehciency. JACI In Practics 1458,
2013

Moeliman JJ, et al. A consensus
parameter for the evaluation amnd
management of angicedema in the
emergency deparment. Acad
Emerg Med. 21:489, 2014.
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Patient Reql e Diseases
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Hereditary Angioedema with Normal C1-INH (HAE Type Ill)

Hereditary angioedema with normal C1 inhibitor function:
Consensus of an international expert panel

Bruce L. Zuraw, M.D.,'? Konrad Bork, M.D.,> Karen E. Binkley, M.D.* Aleena Banerji, M.D.°
Sandra C. Christiansen, M.D., 1 Anthony Castaldo, M.P.A.7 Allen Kaplan, M.D.,® Marc Riedl, M.D.°
Charles Kirkpatrick, M.D.,'° Markus Magerl, M.D.,'' Christian Drouet, Ph.D.,'?

and Marco Cicardi, M.D.12

Allergy Asthma Proc 33:5145-5156






Blood Drawing — The Key to Success

Extensive Inte
optimized p

0l lab to develop
pDlood samples

Angioedema Sample Collection Face Sheet (revised 2/1/16)

Subject Code: Date: Time: MD:

Dx: OO HAE-C1INH O HAE-FXIl O HAE-U [probability: [J low [0 medium [ high]
[J ACE-I AE [J Histaminergic AE [J Other AE [J Control

Currently swelling?: [ No O Yes: Date/time of last swelling attack:
Samples obtained (check all that apply): [0 Bleod [ Urine [ Saliva

Meds: (C1INH, Firazyr, Kalbitor, TA, EACA, AH, androgen, progestin) Date/time last received:

Samples collected by: Samples processed by:

Blood drawing order (please check off confirming that samples were obtained):

[ae [ rufes IS | consan | ator | soe | 28
# of labels
| 1 |10mi | 1 |EDTAw@mno | EDTA(®) |  Yes | Yes | i
[4aml [ 1] (Lavender) DNA(@) | ~NO | NO |
_“___
l2ml | 1 |CTisean | CTI@ | Yes | Yes |LigNit|DO _ |
--m_m (o

“_ [ Heparin(3) |  Yes [ Yes [ LigNit|
__ Serum (1) -_m =I—
28
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Current state of hereditary angioedema management:
A patient survey
Aleena Banerji, M.D.,! Paula Busse, M.D.,? Sandra C. Christiansen, M.D._,>* Henry Li, M.D.,°

William Lumry, M.D.,* Mark Davis-Lorton, M.D.,” Jonathan A. Bernstein, M.D.,® Michael Frank, M.D.,°
Anthony Castaldo,'” Janet F. Long,m Bruce L. Zuraw, M.D.,?>!'! and Marc Riedl, M.D., MS>!!

Allergy Asthma Proc 36:213-217, 2015

Before and after, the impact of
available on-demand treatment for HAE

Authors: Christiansen, Sandra C.; Bygum, Anette; Banerji, Aleena; Busse,
FPaula; Li, Henry; Lumry, William; Dawvis-Lorton, Marlk; Bernstein, Jonathan
Al Frank, Michael M. Castaldo, Anthony; Long, Janet F; Riedl, Marc; Zuraw,
Bruce L.

Source: Allergy and Asthma Proceedings, Volume 36, NMumber 2,
March/April 2015, pp. 145-1506)
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Introduction of On-Demand Treatments

Minimal Mild Moderate Severe

Initial Severity

Christiansen, Allergy Asthma Proc. 36:213, 2015



Effects o AE Care
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Phiysician's office OP urgent care Home {self) Home [(home Hospital
climic health care)

Setting for acute attack treatment

ED=ermergency department; OF = outpatient

Riedl MA, et al. JACI:IP. 2014.
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