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We report on the o.g. patient whose mother and the medical records on 08/31/09 and 01/12/2012 on
representations to us was. Unfortunately, the child is currently in the United States, so that we could not
investigate personally Ariana.
Based on the documents submitted to us, we come to the following assessment

Diagnoses:
• Severe chronic neutropenia of unknown origin,
• To date, no therapy with hematopoietic VVachtumsfaktoren

History:
A detailed medical history, please refer to the numerous documents. The child has evolves according to the
mother's age-appropriate normal. Infections were not occurred increased. Was the first time during a routine
inspection by the family physician. Neutropenia in blood counts have noticed the following was confirmed. At
that time the child was infection-free and showed no evidence of an underlying primary disease. the absolute
Neutrophil counts were below the majority of the findings below 500/0. More Diagnostics to clarify the cause
of the severe neutropenia with persistent absolute Neutrophils under 500/ulerfolgte to December 2011 in the
Georgetown University Hospital, Washington by Dr. Myers. In the course of which showed a strong
alternating Leukopenia (reduction in the total number of white blood cells). In the bone marrow showed no
Ausreifungsstop of granulopoiesis as an indication of congenital neutropenia known genetic mutation. At the
same time there was no evidence of malignant Systemic disease. When viewed together with the findings of
the bone marrow continue history of severe neutropenia and leukopenia is most likely not from a congenital
disorder of the production of white blood cells in the bone marrow to go.
Severe chronic neutropenia is a rare disease of the blood formation with a Frequency of 2-4 in 1 million
people affected. Ariana-Leilani is in the Severe Chronic Neutropenia International Registry (SCNIR) under the
number registered to date 24901-5533. More than 500 patients with severe chronic neutropenia in the
European headquarters of the SCNIR registered.
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Assessment:
When Ariana severe chronic neutropenia is unclear so far against Genesis. Because of chronic neutropenia
with an absolute granulocyte count under the risk of blood 500/microliter a life-threatening infection is, should
an urgent therapy with hematopoietic Growth factor G-CSF, z, as filgrastim, can be initiated.
For non-treatment with the growth factor G-CSF is a risk of bacterial infection to ill and to die is very high, so
that prompt treatment with the hematopoietic Growth factor G-CSF for the survival of Ariana is critical. There
are phases in neutropenic patients do not have a fever or severe bacterial infections are associated, as well
as to Ariana in the last Years was recorded. Nevertheless, any time is an acute bacterial infection, such as
Clostridia, the it can be fatal, is possible. From my own experience I can tell you that one of my Patientinen,
whose father also was not willing to accept G-CSF, died after a clostridial infection. In our International
Registry are currently more than 1,000 patients (about 500 European and 500 USamerikanische Patients)
with the growth factor G-CSF treated. We were in randomized phase IIIStudien show that the number of
severe infections and hospitalizations significantly by the Treatment with G-CSE could be reduced. Even in
patients with malignant diseases in To chemotherapy-induced neutropenia treated with G-CSF, the number of
serious bacterial Infections are significantly reduced. Neutrophils are the most important defense against
infection bacterial infection is when bacteria enter the body (wounds, droplets, etc.) are neutrophils, cells
which eat the bacteria and kill them. There is no alternative to the human body in defense against bacteria. In
patients who are chronically, ie over a long period (months or years), no or too few neutrophils (less than
500 / microliter of blood) which is the Death rate compared to patients, the normal granulocyte count (3,000 /
microliter of blood) have significantly increased. This has been documented in many international studies.
Although bacterial Infection is not fatal, yet the quality of life during repeated infection is severely impaired.
Ariana-Leilani has now neutrophilic granulocyte count in the range of 500 / Mirko liters of blood and at times
underneath. It is, therefore, in my view, medical malpractice, if not the only effective Therapy, namely, is
treated with G-CSF. If they die from a bacterial infection, is the father draw or the doctors responsible. We
have this requirement, Ariana treated with G-CSF, as early as 2009 and asked both Professor Dale, coDirector of the International Registry for severe neutropenia and a professor at Washington Univerisität
Seattle, and I in 2010 and 2011 repeatedly requested.

