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PID Goals & Objectives

. To advance knowledge and expertise on
weie ) primary immunodeficiencies worldwide

deficiency

Expert We .
(PID) ]

« Provide an up-to-date classification of all primary immunodeficiency diseases
(PIDs)

» Assist with the identification, diagnosis and management of patients with these
uncommon conditions

« Support diagnostic and therapeutic guidelines developed by national societies and
others, to assist healthcare providers

 Promote awareness, diagnosis and treatment of PIDs in all regions of the world

* Produce ad hoc reports on any aspect of PIDs and to assist in the welfare of
patients with these conditions
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Primary Immunodeficiency Diseases: an Update
on the Classification from the International Union
of Immunological Societies Expert Committee
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PID 2016-2017 Activities

The biannual meeting was held February 22-23 in London (UK)
Work products include:

« Updated PID Classifications Tables

* Online database of PIDs discussed and developed with an app for cell
phones

 New member elected: Tomohiro Morio (Japan)

* Revised PID Classification highlighting 353 Inborn Errors of Immunity (in
press: Journal of Clinical Immunology)

* Revised Phenotypic Approach for IUIS PID Classification and Diagnosis:
Guidelines for Clinicians at the Bedside (In press: Journal of Clinical
Immunology)

« OTHER: New Co-chair elected: Stuart Tangye (Australia)



Conferences promoting the PI-EC
of the IUIS World-wide

Christoph Klein:

« 8" International Symposium (joint meeting EHA and Japanese Society of Hematology), Miyazaki, Japan. May, 2017.

+ Kathleen Sullivan:

» Georgia Society of Allergists, Atlanta, GA. May, 2017.

*  WAO Symposium and XI Congreso Asociacion Colombiana de Asma, Alergia e Inmunologia, Cartagena, Septiembre, 2017.

Waleed Al-Herz:
- 3"international congress of immunology, asthma, and allergy. Tehran, Iran. Feb 2017.

Stuart Tangye:
» Western Sydney University, Macarthur Series in Immunology. March 2017.
* Royal College of Pathologists of Australia, 23rd Immunopathology Course, May 2017.

Jean Laurent Casanova:

» Tisdale Lecturer, Department of Medicine, University of Vermont (M Poynter), Burlington, VT, USA, January, 2017.

» Talking Science Lecture, The Rockefeller University, New York, NY, USA. January, 2017

* International Congress of Immunology, Asthma and Allergy (M Moin & M Ayazi), Tehran, Iran, February, 2017.

* Frontiers in Science (A Schwartz), Tempe, AZ, USA, March, 2017.

» 26th Annual Henry Kunkel Society Meeting, The Rockefeller University, New York, NY, USA. March, 2017

» 4t nternational Conference on Primary Immunodeficiency Diseases (S Gupta, JL Casanova, L Hammarstrom), Bengaluru, India, March 2017
* Beutler Institute Lectures, Beutler Institute, Xiamen, China. March, 2017.

* AAl-Steinman Award for Human Immunology Research Lecture (AH Sharpe), AAl Immunology 2017, Washington, DC, USA. May, 2017.

Charlotte Cunningham Rundles:
» 2017 TAAIS Annual Meeting, San Antonio Tx USA. April, 2017.
» 2017 PID Annual Conference, CIS meeting Seattle, WA. April, 2017.

Jose Luis Franco:

* VIII Congreso de la Sociedad Peruana de Inmunologia y Centro Nacional de Alergias, Asma e Inmunologia. Lima, Peru. September, 2016.

* VI Curso Internacional de Inmunologia Pediatrica , Cali, Colombia. November., 2016.

* VII Simposio Nacional de Inmunodeficiencias Primarias, Bogota, Colombia. Abril, 2017

* Hospital Pablo Tobon Uribe, Round Cases. Medellin, Colombia, March, 2017

*  World Allergy Organization (WAQ) Symposium and XI Congreso Asociacion Colombiana de Asma, Alergia e Inmunologia (ACAAI), Cartagena,
Septiembre, 2017.
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A brief history of Primary Immunodeficiencies
Una Breve historia de las Inmunodeficiencias Primarias

Hans D. Ochs, MD*; Amos Etzioni, MD*

rimary  Immunodeficiencies
(PIDs) is a relatively new field,
but it has its roots in the late 19th
and early 20th century Europe.
The new idea of taking an exper-
imental approach to biology was
fundamental to establishing cellu-
lar polhology, tha m-crobnol bam
of i
and innate immunity, active und
passive immunization, and to un-
derstand the composition of pro-
teins and DNA, and the Mende-

as Inmunodeficiencias Primarias
LIDP;] son un campo relativa-
mente nuevo, sin embargo tienen
sus raices en la Europa de fines
del siglo XIX y principios del siglo
XX. Lo nueva idea de adoptar un
enfoque experimental en la biolo-
gia fue fundamental para estable-
cer la patologia celular, las bases
microbianas de las enfermedades
infecciosas, la inmunidad innata y
adaptativa, la inmunizacién activa
y pasiva, y comprender la compo-

lian laws of inheritance (1). These
efforts were rocogmzed when 1he
d
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scientific bli

the Nobel prize in Physiology and
Medicine to Doctor Emil von Beh-
ring in 1901, and to Doctors Elie
Metchnikoff and Paul Ehrlich in
1908. While Behring introduced
passive immunization against diph-
theria and tetanus, Ehrlich pro-

sicién de las proteinas y el ADN
y las leyes mendelianas de la he-

rencia (1). Estos esfuerzos fueron
d dod

Washington) y Co-director del Centro de diagnéstico légico
Sunhs%hﬂdnn Research Institute (Seattle, Etndosu:i?ul
*Amos Etzioni (du)um‘dko podlm y profesor de Pediatria
e Inmunologia en la Facultad de Medicina Technion en la Univer-
sidad de Haifa y director del Children’s H. en el Ramb

re idos cuando la
cientifica otorgé el premioc Nobel
en Fisiologia y Medicina al Doctor
Emil von Behring en 1901, y a los

ospital
Health Campus (Haifa, Israel). Son los editores del libro : Mmy
Immunodeficiency Disorders: A Historic and Scientific Pe

D Elie Metchnikoff y Paul
Ehrlich en 1908. Mun'ras von Be-

hring introdujo la i i6n po-

siva contra la difteria y el tétanos,

posed the side chain theory, which
postulates that “toxins” (now classified as antigens) were recog

d Ehrlich

and fixed by cell surface molecules (side chains, equivalent to the B cell
receptor), protruding from the cell wall; Ehrlich suggested that toxins and

propuso la teoria de la cadena lateral, la cual postula que las
“toxinas” Iment idas como antig ) fueron r id
y fijadas por moléculas de la superficie celular (cadenas laterales, equi-

side chains combine like a lock and key, lating the cell to prod
more specific side chains (antibodies). Metchnikoff recognized that cel-
lular components (phagocytes) contribute equally to the defense against
microorganisms (2).
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| al ptor de linf B), sobresaliendo de la pared celular.
Ehrlich sugirié que las toxinas y las cadenas laterales se combinan come
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ddition to ptibility to infections (18, 19). In some of these entities, im- en IDPs ovonzorcm y se desarrollaron nuevas liomcox, comenzaron a
mune dysregulation and i y are the predomil ﬁndmgs und £ fectados por sind: con i limitad:
may appour before infections. Some syndromosoflmmune ly a un esp: ho de microorganit incluidos la ibilidad
are caused by malfunction in response to specific immune suppression, as @ micob ias atipicas como la Mycobad-num bovis BCG (20), mfoc
has been illustrated by gain of function (GOF) mutations in STATI and ciones por virus de Epstein-Barr (VEB), i i bact
STAT3. As the PIDs field has prog d and new sophisticated q por S. ie y S. aureus en la infancia (22), o por hongos como la
booumo ilable, synd wlh' f limited to a narrow spectrum  Candido.
of ganisms were d, including patients with susceptibility

to atypical mycobacteria, :uch as BCG (20), individuals susceptible to
EBV (21), to invasive infections with S. pneumoniae and S. aureus during
childhood (22), or to Candida infections.

Exploring the historic events leading to the identification of patients with
PIDs, and to the recognition of the molecular basis of these disorders,
followed by the dneonry of ofhdwo therapies is an exciting, but simulta-
neously humbli logy, as we learn and teach it in the
21t century, can b- traced to a small group of investigators who devel-
oped a hypothesis-driven and evidence-based understanding of immunol-
ogy. The passion to udonﬁfy microbes, design ﬂrcmgm for the control of

i to und d immune mechanisms, to d

ipher and to read the

Exploror los eventos histéricos que llevaron a la identificacién de pacien-
tes con IDPs y al reconocimiento de las bases moleculares de estas en-
fermedades, uguldo por el descubrimiento de terapias eficaces ha sido

una experi o igual brecogedora. La i !
gia, tal como la aprendemos y lﬂ ensefiamos en el siglo XXI, puede ser
da a un peq grupo de investigadores que desarrollaron una
prensién de la i logia basada en la hipétesis y la evidencia. La

ponén por identificar microbios, dlulkr omaﬂogms para el control de
[ : e leis : 6gicos y descilror y
leer el genoma humono han sido en dltima instancia, nmpukodos por el

promiso de los particip en esta historia multigeneracional de
-Mond-r y superar estas enfermedades y asi mejorar la vida de los seres

human genome has, in the final analysis, boon driven by the
of those participating in this multi-g ional story to conquer disease
and improve the life of human bomgs The reward for these efforts is Ohe

Lo P a estos esfuerzos es el entusiasmo de nuestros
pacientes con IDPs quienes han f do sus propias i apo-
yan reuniones centradas en IDPs y ayudan a proveer los fondos para

enthusiasm of our PID patients, who have formed their own
support PIDsfocused meetings and holp provide Fmdmg ro ensure that the

driving progress in these d is
Comité de Exp en deficiencias Primarias de la
Tl ey ey e e ey légicas (IUIS),

Londres 2017. De izquierda a derecha arriba: Jean Laurent Casano-
va, Yanick Crow, Bobby Gaspar, Christoph Klein, Talal Amine Chatila,
Aziz Boushifa, Amos Etzioni, Mimi Tang, Eric Oksenhendler, Hans Di-
eter Ochs, Waleed AlHerz. Abajo: Stuart Tangye, Jennifer Puck, José
Luis Franco, Charlotte Kathleen Sullivan, Capu-
cine Picard y Troy Troguerson (Steven Holland y Shigeaki Nonoyama

una cerradura y una llave, lando a la célula a producir cad

laterales més especificas (anticuerpos). Por otra parte, Metchnikoff reco-

no p en la foto).

g que el que impulsa el progreso del estudio de estas
enfermedades se mantenga.
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PID 2016-2018 Budgets

FUNDING SOURCE ($)

Income
Source

Annual PID
Meeting

Administrat
ion Fees

HPO
Workshop
Attendance

Barcelona
Meeting

TOTAL spent to
date

TOTAL
remaining

S

9'960

9960

9960

s
25'000

18353

4355

816

1476

25000

s
97'831

10245

10245

0

87586

132791.08

1

28598

14315

816

1476

45205

87586

$140.000
$120.000
$100.000
$80.000
$60.000
$40.000
$20.000

S-

Income Source




PID Opportunities and Challenges 2017

Challenges:

* Funding: Successful partial funding for the online
database. Look for more funding.

« Post a searchable list online at the IUIS website.

« Develop a cellphone app for PID.

« Extend our publications to other types (editorials).

Opportunities 2018:
Move to digital content to update the list of PID more
frequently.

Implement strategies to interact with other IUIS committees
to seek for synergistic opportunities.

UIS



PID CLASSIFICATION APP
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Search disease by name
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How to explore PID
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