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Juvenile xanthogranuloma rarely occurs in the oral cavity and has received little attention. A Case of 
histologically documented juvenile xanthogranuloma of the oral cavity is described. This is the first intraoral case 
reported in the Oriental race and in the vestibule. Pertinent literature regarding intraoral lesions of this condition is also 
reviewed. (ORAL SURG ORAL MED ORAL PATHOL ORAL RADIOL ENooo 1996;81:450-3) 

His tor ica l ly ,  juven i l e  xan thogranu loma  (JXG) has 
been descr ibed  as a benign,  self- l imited,  regressing,  
f ibrohis t iocyt ic  les ion o f  in fancy  and chi ldhood,  The 
condi t ion  was or ig ina l ly  t e rmed  congenital xanthoma 
multiplex in 1905 by  A d a m s o n  1 who observed  mul-  
t iple cutaneous  cephal ic ,  nuchal ,  and t runcal  lesions 
in a 2~ -yea r -o ld  boy.  The  term juvenile xanthogran- 
uloma was p roposed  by  He lwig  and Hackney  2 in 
1954. Se rum l ip id  studies are character is t ical ly  nor-  
real. 3-5 It is usual ly  a cutaneous  lesion most  com-  
mon ly  loca ted  on the head,  neck,  and upper  trunk, but  
it may  involve  ext racutaneous  sites, e spec i a l l y  the 
per iorbi ta l  t issues.  6 A few cases  o f  JXG with lung, 7 
testis, 2 or pe r i ca rd ium 8 invo lvement  have been re- 
ported.  Oral  les ions  o f  J X G  are exceed ing ly  uncom-  
mon i f  the number  o f  cases  repor ted  in the l i terature 
is any indica t ion  o f  f requency o f  occurrence.  To the 
best  o f  our  knowledge ,  only  nine h is to logica l ly  doc-  
umented  intraoral  cases  have  been prev ious ly  re- 
por ted  in the Eng l i sh - language  literature. 9-14 The 

purpose  of  this art icle is to present  an addi t ional  his- 
to log ica l ly -documented  example  of  this u n c o m m o n  
disorder  or ig inat ing in the vest ibule,  the first  int raoral  
les ion descr ibed  in this locat ion:  Pert inent  l i terature 
regarding the p rev ious ly  pub l i shed  intraoral  JXGs is 
also reviewed.  

CASE REPORT 
A 14-year-old Chinese boy complained of a solitary, 

raised, nontender, soft, yellowish, smooth-surfaced lesion 
that had been present for more than 1 year. The lesion, 
which was located in the vestibule adjacent to the left 
mandibular cuspid, measured approximately 1 cm by 1 cm 
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Fig. 1. Solitary, raised, yellowish, smooth-surfaced le- 
sion on vestibule adjacent to left mandibular cuspid. 

in diameter (Fig. 1). Radiographic examination showed no 
abnormalities. The clinical impression was a lipoma. No 
cutaneous lesions were present, and serum lipid levels were 
within normal limits. The lesion was excised and submit- 
ted for light and electron microscopic examination. The bi- 
opsy site healed without complications, and after about 5 
years' follow-up, there has been no recurrence. 

Histopathologic findings 
Hematoxylin-eosin-stained sections revealed unre- 

markable surface oral epithelium and underlying fibrous 
connective tissue that contained an infiltrate of histio- 
cytes and lymphocytes within a fibroblastic stroma (Fig. 
2). Only a few eosinophils were present. Touton giant 
cells with a wreath-like configuration of the nuclei were 
noted in the histiocytic infiltrate (Figs. 3 and 4). On elec- 
tron microscopic examination, the Touton giant cells 
contained numerous irregularly shaped nuclei with cyto- 
plasmic lipid. No Langerhans' (Birbeck) granules, which 
are characteristic of Langerhans' cell histiocytosis, could 
be found. Periodic acid-Schiff and methenamine silver 
stains did not reveal fungal organisms, and foreign mate- 
rial was not present. A histopathologic diagnosis of JXG 
was made. 
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DISCUSSION 
The occurrence of JXG in the oral cavity is 

exceedingly uncommon and has received little atten- 
tion. The mean age of the reported cases of intraoral 
JXG is 8 years (range, 9 months to 16 years) and 
although too few cases have accumulated to draw 
definite conclusions, a male to female ratio of 7:3 is 
noted. No visceral lesions have been found to occur 
simultaneously with the reported intraoral lesions. On 
the other hand, only one intraoral lesion has appeared 
simultaneously with cutaneous disorder, u The size 
of the lesion was described in eight cases 11-14 and 
ranged from 0.3 cm to 2 cm in greatest diameter. 
Usually the intraoral JXG was described as a symp- 
tomless, smooth-surfaced lesion, but an easily bleed- 
ing surface was reported in one case u and surfaces 
with ulceration were noted in three others, t2 Twenty 
percent of cutaneous lesions are present at birth but 
most develop between 6 and 24 months of age and 
affect both sexes equally. 2 However, only one previ- 
ously reported case of intraoral JXG occurred from 
birth.l 4 

Several significant clinical features of the present 
case may be noted. This is the first report of intraoral 
JXG occurring in the Oriental race. Seven previously 
reported intraoral cases, 10-13 excluding those of Kj aer- 
heim and Stokke 9 and Patel et al. 14 who did not state 
the patients' race, have been found in Caucasians. 
Cohen et al. 12 found that intraoral lesions seemed to 
occur more frequently in the midline of the palate, 
gingiva, and lateral border of the tongue. The present 
case developed in the vestibule. The lesions of JXG 
may vary in color from reddish or reddish-brown in 
the early lesion to yellowish in older lesions, t5 Four 
previously published intraoral cases, 9-14 as well as the 
present lesion, were yellowish or yellowish-brown in 
color. These may represent more mature lesions as 
most of them had been present for more than 1 year 
at the time of biopsy. Clinically, the oral JXG may be 
misdiagnosed as abscess; 9 irritation due to foreign 
body]  ~ pyogenic granuloma, 12 mucoepidermoid car- 
cinoma,12 and fibro-epithelial polyp.14 In addition, 
the lesion may mimic lipoma, granular cell tumor, 
lymphoid aggregate, or verruciform xanthoma clini- 
cally. 

JXG should be completely excised and the biopsy 
site examined for proper healing because up to 20% 
of cases have been reported to recur. No recurrence 
has been noted for the present case after a follow-up 
period of  about 5 years. 

The histologic and cytologic diversity in JXG have 
been discussed by Marrogi et a l )  5 and Zelger) 6 Mi- 
croscopically, JXG must be differentiated from 
Langerhans' cell histiocytosis. In the present case, 

Fig, 2. Low-power view of JXG exhibits an infiltrate of 
histiocytes and lymphocytes with a fibroblastic stroma. 
Many Touton giant cells were present within the infiltrate 
of the histiocytes. (Hematoxylin-eosin stain; original mag- 
nification x40.) 

only a few eosinophils were found but there were 
many Touton giant cells, which are typical for JXG 
and absent in Langerhans' cell histiocytosis. 17 Fur- 
thermore, no Langerhans' (Birbeck) granules could 
be found with electron microscopy. Therefore these 
pathologic findings favor the histologic diagnosis of 
JXG rather than Langerhans' cell histiocytosis. 

The histogenesis of JXG remains to be clarified. 
Whether it represents a true neoplasm or a reactive 
process is still not completely understood. JXG has 
been considered to perhaps represent a reactive viral- 
ly-induced lesion associated with cytomegalovirus 
infection. 18 In addition, the involutional behavior of  
some JXGs might at least in some cases suggest the 
reactive hypothesis. ~9 

In conclusion, this is the first reported oral JXG le- 
sion to occur in the Oriental race and in the vestibule. 
It provides an additional histologically documented 
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Fig. 3. Medium-power  view demonstrates Touton giant cells located within the histiocytic and lympho- 
cytic infiltrates. (Hematoxylin-eosin stain; original magnification xl00.)  

Fig. 4. High-power view of  Touton giant cells with wreath-like configuration. (Hematoxylin-eosin stain; 
original magnification x400.) 

ca se  o f  this u n c o m m o n  b e n i g n  d i so rde r  o f  the  oral  

cav i ty .  
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