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ABSTRACT
A 7-year-old African-American (AA) boy with Neurofibromatosis type | (NF 1) was seen in the pediatric endocrine
clinic for developing breast buds. It was noted that his growth had been decelerating for the previous several years.
Investigations for his growth failure included serologic screening for CD. This was abnormal and biopsies of the
duodenum were consistent with CD. This is the first pediatric case of the association of NF [ and CD reported
in a pediatric patient. Both diseases may cause growth failure. Furthermore, the incidence of CD in AA is very
uncommon as compared to Caucasians. CD should be considered in AA with symptoms of CD.
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Figure 1: Growth Curve.
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An anti-Tissue Trans-glutaminase (TtG-IgA) was noted to be 81 U
(0-20 IU) He was referred to pediatric gastroenterology wherein a
repeat TtG-IgA was 65 IU and the anti-Endomysial IgA titer was
1:10. A duodenal biopsy confirmed an abnormality consistent with
celiac disease. (Marsh 1ll A). There were no other symptoms of
CD. There was no family history of CD. A gluten free diet was
instituted.

HLA typing was negative for DQ2 and DQS8. HLA typing revealed
DQAT1*01/*03, DQB1*0202. The remainder of an extensive work
up for growth deceleration was non-contributory. His saliva was
sent to a commercial laboratory (“23 and me”) which showed his
ancestry on the maternal side to be 98% Sub-Saharan.

The patient was recommended to follow gluten free diet and met
with a nutritionist well versed in the treatment of celiac disease.
On following him over 16 months period while he has tried to
be compliant with gluten free diet. There has been a consistent
a downtrend of TtG IgA levels to 26.8 IU. The growth continues
to be maintained below 3rd percentile curve for both stature and
weight but has not decelerated further.

Discussion

This association of CD with NF1 is the first reported case in the
pediatric population of an African-American child. There has been
one other report in the recent literature involving a child [2]. There
has been one other report of this association in an adult [3].

Growth patterns amongst children with NF1 have been noted
to be shifted downward [4]. Although our patient had been at
the 5th percentile for most of his life, the deceleration of his
growth represents a very subtle change. More importantly, he is
African American (AA) and hence CD would be low on the list
of conditions that one would think of to account for his growth
pattern.

Especially given the absence of other symptoms that would
suggest CD. However, the term African-American is a relatively
recent social construct that encompasses people with significant
differences in their genomes and who hail from an enormous
part of the world. We do not know the incidence of CD in North
America amongst African-Americans but is believed to be quite
low [5]. However, in some populations of Africa, like those with
Sub-Saharan origins may have an extraordinarily high prevalence
of CD [6].

It is also notable is that our patient’s HLA typing was negative
for both DQ2 and DQS8. The commonly held belief is that this
finding would eliminate CD. However, there have been studies of
patients with CD who are negative for HLA DQ2 and/or DQ8. In
some studies, up to 5% of patients with CD other HLA alleles. Our
patient had half of the most common HLA allele found in those
celiac patients that are both DQ2 and DQ8 negative [7,8].

Summary

We present the first pediatric case of an association between CD
and NF1 in an AA male child. This combination of disease is
presumably quite rare and may indeed be a random association.
On the other hand, we could only find a single reference in which
the diagnosis of CD in a population of patients with NF I in a
Caucasian child. Hence it is important to remember is that CD
should be considered in any population that may have signs or
symptoms of CD that have been ascribed to an underlying disease
process despite ethnicity of the patient.

References

1. Listernick R, Charrow J. Neurofibromatosis type 1 in
childhood. Journal of Pediatrics. 1990; 116: 845-853.
Functional Neurology. 2005; 20; 33-34.

2. Isisk A, Akbulut UE. The coesistence of Neutofibromatosis
type I and Celiac Disease in a child Turk J Gastroenterology.
2018; 29: 522-523.

3. Biagi F, Campanella J, Costanza A, et al. Unusual association
of neurofibromatosis type 1 and celiac in a single patient.
Functional Neurology. 2005; 20; 33-34.

4. Szudek J, Birch P, Friedman J M, et al. Growth in North
American white children with neurofibromatosis type 1. 2000;
37;973-938.

5. Pardeep B, Lee A, Lewis S, et al. Celiac Disease in African-
Americans. DigDis Sci. 2006; 51: 1012-1015.

6. Catassi C, Ratchse IM, Gandolfi L, et al. Why is Celiac
Disease Endemic in the People of the Sahara? The Lancet.
1999; 354: 647-648.

7. Lorete Maria da Silva Kotze, Absence of HLA-dq2 and DQ8
does not exclude celiac disease in Brazilian patients. Letter to
Editor;, Revisyo Espanola de Enfermedades Digestivo. 2014;
106: 561-562.

8. Karell K, Louka AS, Moodie SJ, et al. HLA types in celiac
disease patients not carrying the DQA1*05-DQB*02 (DQ?2)
heterodimer: results from the European Genetics Cluster on
Celiac Disease. Hum Immunol. 2003; 4: 469-477.

© 2019 Richard L. Mones, et al. This article is distributed under the terms of the Creative Commons Attribution 4.0 International License

Gastroint Hepatol Dig Dis, 2019

Volume 2 | Issue 2 | 2 of 2



