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ABSTRACT;
Introduction: Central giant cell granuloma is an intraosseous benign lesion with an unknown etiology.
Neurofibromatosis type 1 (NF1) is an autosomal dominant disease withmultiple distortion.
patients show different musculoskeletal, cutaneous and neurologic disorders and due to their skeletal abnormality
Different studies has expressed the relation between appearance of NF1 & CGCG.
case report: in this study, we report one case with clinical appearance of aggressive maxillary CGCG whom was
suffering NF1. after complete clinical and paraclinical examination the patient underwent en blok resection, but
due to the aggressive nature of her lesion, CGCG had relapsed in one year.
Conclusion: according to this report and several other reports that mentioned occurrence of Giant Cell lesions in
patients with NF1, it is wise to pay more attention to osseous lesions in these patients and because of possibility of
their aggressive nature ،definitive and immediate treatment is essential.
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INTRODUCTION:
Neurofibromatosis type 1 (NF1) is an autosomal
dominant disease with involvement of multiple
organs. Mutation in producing gene of
neurofibromin is the etiologic factor that causes
creating tumor. This disease usually appears in
second decade of child's life.
The outbreak is 1 out of 4000 persons, and it is
with different intensity levels from almost with
no sign (that includes skin spot) to serious
illness. In this illness benign tumors grow in the
paths of nerve fibers and causes problems in
skin and bones1.

Central Giant Cell (CGCG) is an intraosseous
benign lesion with an unknown etiology2. The
prevalence is 1.1in every 106 persons3. Central
Giant Cell Granuloma involves less than 7% of
all benign jaw lesions. (5-7).
The degree of recurrence is between 11% and
50% and or even more . The recurrent lesions
usually counter the next curettage; but, some
aggressive lesions need more extensive surgery.
In the patients suffering aggressive tumors, 3
alternatives for surgery are:
prescription of Corticosteroid, Calcitonin and
Interferon alpha5. (4). Though CGCG is a
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benign reactive osseous lesion, it has been
classified into two types based on its clinicradiologic features into a;
slow growing
asymptomatic nonaggressive lesion, and
aggressive type encountered in younger patients
which is painfulgrows rapidly into a large size,
perforating the cortex ,causing root resorption
and has a tendency to recur. [8]
The rate of recurrence is as high as 13-49%.
These aggressive lesions may also displace
anatomical structures such as teeth, mandibular
canal, and floor of the maxillary antrum.[9]
Skeletal complications of NF1 can be
categorized
as
generalized
or
focal
manifestations.
Generalized
skeletal
abnormalities include osteoporosis/osteopenia,
osteomalacia, shortness of stature, and
macrocephaly.
The focal orthopedic complications of
neurofibromatosis, which usually appear early,
include spinal deformities such as scoliosis and
kyphoscoliosis,
congenital
bowing
and
pseudoarthrosis of the tibia and the forearm,
chest wall deformities, overgrowth phenomenon
of the extremity, and soft-tissue tumors. (See the
images below.)
Focal abnormalities of the skeleton are less
common than generalized abnormalities are but
may cause significant morbidity. [10, 11]
The relation of NF1 and Central Giant Cell
Granuloma can show a real genetic relation
which is due to ignoring one or more genes near
to each other in a region of a chromosome.
Case report:
A 35 years old woman referred to the OMFS
department of Taleghani hospital (velenjak
,tehran, iran) because of a lesion in the left
maxillary region.
She had a pedenculatedexophytic lesion with 35
mm length at the palatal side of teeth number 21
to 25. The teeth were mobile (grade two) and
nonvital. The surface was nonulcerative with
firm consistency without bleeding and
tenderness.
At the extra-oral examination in addition to
Multiple café – au – lait pigmentation on the
face, and body, numbers of neurofibroma
lesions on the forehead , hands and foots, were
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observed.

Figure 1: the involved teeth in the place of lesion

Figure 2- Neurofibroma on the forehead

Figure 3- spots of café – au – lait (pigmentation)
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Figure 4- Neurofibroma on the sole

figure5- patient’s body

Panoramic view showed a unilocular radiolucent
lesion with well defined borders from tooth
number 22 to 24. CBCT showed resorption of
buccal and palatal cortical plates and root
resorption of teeth 23 and 24. The lesion
displaced the nasal and maxillary sinus floor
without cavity involvement. Incisional biopsy
was done and aggressive Central Giant Cell
Granuloma was reported. Serum calcium,
phosphate and alkaline phosphatase were
normal. After one year follow-up, because of
recurrency at periapical region of tooth … and
mobility of tooth …, she lost two other teeth and
underwent systemic calcitonin treatment and
follow-up.
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DISCUSSION AND CONCLUSION:
CentralGiant Cell Granuloma was firstly
described by Jaffe in 1953 as a Central Giant
Cell Granuloma of Jaw bone. Central Giant Cell
Granuloma has been defined as an intra osseous
lesion consisting of fibrosis tissue with multiple
haemorrhagic focuses and collection of giant
cells and sometimes trabaculae. This nonneoplastic bone lesion contains less than 7% of
benign jaw lesions. Central Giant Cell
Granuloma usually happens in young adults and
with male tendency. (5)
Based on what Austin et al.7 said, Central Giant
Cell Granuloma mostly concerns maxilla with
no special tendency to other parts. In most cases,
the lesion is painless and odorless with low
growth speed. Tooth displacement usually
occurs and it can cause malocclusion. The the xray examination of central giant cell granuloma
usually seems as a radiolucent lesion and it can
be single or multiple.
Central Giant Cell Granuloma may imitate
lesions like: cyst, odontogenic tumors, bone
lesions, vascular malformations and even
cancer.(16) The radiography of Central Giant
Cell Granuloma must be differentiated from
other giant cell lesions like giant cell tumor, (17)
cherubism,(18) brown hyperparathyroidism
tumor (19,20) and aneurysmal bone cyst (19,21)
Kerl et al. reported one case of NF1 and CGCG
related to jaw.(22) Ardekian et al. in 1994,(5)
Ruggeri in 199, Lange& Van Den Akker in
2005,(23) Edwards in 2006 (2) and Chrcanovic
in 2011 (24) also reported cases of NF1 with
jaw CGCG.
Maryam Yazdi-Zade et al. in a study reported a
neurofibromatosis Noonan syndrome along with
central giant cell granuloma CGCG. The case
was a 22 years old male, with positive familial
history of NF1. The case was complaining about
the developing swell in upper jaw and he
referred to the medical center 2 months ago. He
was complaining about ache and bleeding
during eating. A brown Neurofibroma (20 * 7
cm) soft with no thunder was found in left part
and anterior of SCM Muscle that was connected
to 4cm under collarbone skin and was hung on
Xiphoid. The examination of mouth and teeth
showed a soft lesion (2*4*2 cm) with no ache
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on anterior part of upper jaw. Panoramic
radiography showed a radiolucent unilocular in
anterior part of upper jaw with developing to
hole of nose. Laboratory results included of
Calcium and phosphor, and that was normal.
Alkaline phosphatase 299 U/L (Normal rate:
U/L290-100) & (85 pg/ml = PTH) so that the
normal degree was: 13-54 PG/ml. (12)
Jyothi S. Kumar et al. reported one case of coappearance of
mandibularcentral giant cell
granuloma and Neurofibromatosis. The patient
was a 50 years old female who complained to
medical center about swell in mandible 2
months ago. The patient was detected as a NF1
ill one in the age of 5. The oral examination
realized a promoting lesion in the area of
mandible which was estimated 2-4 cm.
panoramic radiography showed a multi-lokar
radiolucency in the right side and down with
developing to left incisor. Biopsy detected the
region of CGCG.(13)
Paul C. et al. reported two cases of CGCG
suffering NF1 in a study. In year 1996, a 12
years old boy with a big mass in the right mouth
referred to medical center. The significant
intraoral palatal developing investigations
showed that the lesion was passed through the
middle line, and it was also developed to both
soft mouth and Buccal vestibule. The patient's
medical history said that he was detected as
Neurofibromatosis type-1 when he was 3.
Moreover, he had some spots of café – au – lait
(pigmentation), freckles on armpit and two-way
Lisch nodules and also multiple neurofibromas.
The patient have been eating Fluoxetine
hydrochloride and Secondary gabapentin for the
chronic ach in spinal cord. Biopsy showed the
area of CGCG Lesion. PTH & Calcium of the
patient was normal. (14)
Revealing of the relationship between NF1 and
CGCG of jaw can be indicative about coappearance, genetic connection and possibility
increasing of lesion transforming to CGCG in
abnormal bones.(2)
This lesion is created in the bones of face and
skull and seldom occurs in other bones; but,
some cases has been reported in tubular bones of
hand and foot19. The behavior of central giant
cell granuloma is diverse. And can appear as
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anasymptomatic swelling to an aggressive
painful destructive one but it is usually without
any obvious symptom and is recognized via
usual radiography or after occurrence of facial
asymmetry. (25,26)
In this study, we reported one occurrence of
aggressiveCGCG inpatient sufferingNF1. Even
though in different studies, appearance of this
disease was with bleeding1; but in this case there
was no bleeding. This study, like other reported
cases, confirms connection and correlation
between CGCG and NF1. Therefore, regarding
to existing and, in order prevent CGCG
patientswith NF1 in childhood, it is wise to
management them profoundly.
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