From Bad to Worse: Oral Cancer in a Young

Montefiore Patient with Fanconi Anemia
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Background Patient Presentation Discussion

Fanconi anemia (FA) is a rare autosomal recessive genetic disorder (affecting an A 23-year old female patient initially diagnosed FA patients generally tolerate chemotherapy and radiation therapy poorly due to
estimated 1 out of 136,000 births) that presents as a complex and chronic multi- with squamous cell carcinoma of the hard palate 4 their myelosuppressive etfects and the compromised ability of the patients’ cells to
system disease. It is characterized by aplastic anemia, pancytopenia, high risk of was referred by Long Island Jewish Medical Center | repair DNA damaged by therapeutic agents. Surgiogl resection therefore remains
cancer due to impaired DNA repair mechanisms and immunodeficiency, congenital Department of Otolaryngology to Montefiore Medical 5 the primary treatment modality of HNSCC in FA patients.
anomalies like short stature, renal defects, hypoplastic thumbs and pigmentation Center Division of Prosthodontics for prosthetic | & The five-year disease-free survival for FA patients with head & neck cancer Is
of the skin. obturation prior to the planned maxillectomy and neck ' e poor (estimated at 43%). The rate of secondary or multiple malignancies, and

FA is caused by genetic mutations that cause chromosome instability and failure dissection. The pathological (surgical) staging of e —— aggressive tumor recurrence in patients with FA are higher compared to the general

to repair DNA damage. FA-associated mutations have been identified in 23 genes. cancer was T4N2c Ty population due to their inherent genomic instability. Therefore, starting at an early
Higher carrier frequencies of the genetic mutations implicated in FA have been age, FA patients need to be monitored closely by medical and dental professionals
found in certain ethnic populations. Early bone marrow failure is a common sequela for oral and head & neck cancer screening, and following cancer treatment, for
of FA. Hematopoietic stem cell transplant (HSCT) is the first-line treatment for bone recurrence and new malignancies.
marrow failure; however, it predisposes patients to a significantly increased risk of There are considerable challenges to treating dental  FSIN R E L e
developing cancer, with head & neck squamous cell carcinoma (HNSCC) being the patients with FA. Microstomia is a common trait that findings in FA patients
most common malignancy. makes routine dental procedures difficult. Some FA

In the general population, oral SCC more commonly occurs in middle age men patients have neurocognitive impairments that require
with history of risk factors like tobacco and alcohol use. Whereas in patients with special care dentistry. Poor oral hygiene and gingival
FA, the median age of cancer diagnosis is 26.5 years with higher incidence in Inflammation are recognized risk factors for OSCC. Due =~ Supernumerary teeth
females. FA patients who develop OSCC usually do not have the usual risk factors to the anemia and leukopenia that are characteristic of
that are found in OSCC patients in the general population, and suffer from very FA, as well as the Immunosuppressive medications taken

aggressive tumor formation, a high rate of recurrence, and poor prognosis. o _ | by patients who have received HSCT, FA has been linked
underwent an incisional biopsy which revealed recurrence of the tumor and an to a higher rate of gingivitis and aggressive periodontitis

C ] FA P ] additional excis.ion procedure wag completed. The previqusly delivered interim as well as recurrent oral ulcerations. It is therefore Gingivitis/periodontitis
ancer in atients ob’_curator was flxategl post-operatively to serve as a surglcgl obturator. Fgrther especially crucial to reinforce dental health and oral Oral ulcerations/bleeding
adJustments and reline had to t?e made to the prosthesis in order to achieve a hygiene in FA patients.

stable fit and adequate obturation.

Pre-operative view of palatal tumor prior
to resection

Clinical Procedure

A surgical obturator was designed and fabricated based on the planned
resection margins and wired to remaining dentition post-operatively. 1 week after
surgery, the surgical obturator was removed and an interim obturator was relined
with tissue conditioner (COE-COMFORT™, GC America Inc.).

Two weeks following delivery, the patient reported difficulty with inserting the
interim obturator. Clinical examination revealed hyperplastic and acutely inflamed
gingival tissue that prevented prosthesis seating. Within a week, the patient

Microdontia

Micrognathia

Dental agenesis

Aberrant tooth shape &
position

“Common’” “Rare” . Common Cancers
147 142 : 42 20

..., F -

Q
&
00 ,(\0

References

1. Kutler DI, Auerbach AD. Fanconi anemia in Ashkenazi Jews. Fam Cancer. 2004;3(3-4):241-8.

2. Kutler DI, Patel KR, Auerbach AD, Kennedy J, Lach FP, Sanborn E, Cohen MA, Kuhel WI, Smogorzewska A. Natural history and
management of Fanconi anemia patients with head and neck cancer: A 10-year follow-up. Laryngoscope. 2016 Apr;126(4):870-9.
3. Amenabar JM, Torres-Pereira CC, Tang KD, Punyadeera C. Two enemies, one fight: An update of oral cancer in patients with Fanconi
anemia. Cancer. 2019;125(22):3936-3946.

4. Kutler DI, Auerbach AD, Satagopan J, Giampietro PF, Batish SD, Huvos AG, Goberdhan A, Shah JP, Singh B. High incidence of head
and neck squamous cell carcinoma in patients with Fanconi anemia. Arch Otolaryngol Head Neck Surg. 2003 Jan;129(1):106-12.
5. Furquim CP, Pivovar A, Amenabar JM, Bonfim C, Torres-Pereira CC. Oral cancer in Fanconi anemia: review of 121 cases. Crit Rev
Oncol Hematol. 2018;125:35-40.

6. Anak S, Yalman N, Bilgen H, et al. Squamous cell carcinoma development in Fanconi anemia patients who underwent
hematopoietic stem cell transplantation. Pediatr Transplant. 2020;24(4).e13706.

7. Fronnmayer D, Frohnmayer L, Guinan E, et al. (Eds). Fanconi Anemia: Guidelines for Diagnosis and Management, 4th ed, Fanconi
Anemia Research Fund, Inc, Eugene, Oregon 2014

Age in Years

\}Q ‘z\\, @ 6\ ﬁ(\ bbe} 2

W &006

HNSCC p BMT Vulva Cervix

Recurrence of SCC in soft palate i P L T ST e AT
289 solid tumors reported in 2,250 literature Age at cancer diagnosis in patients with FA. Interim obturator: intaglio surface with acute gingival inflammation and Relmed |nter|m obturator followmg

case reports and series, from 1927 to 2012. Frohnmayer et al. 2014 hypertrophy second resective surgery




