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R h a b d o m y o m a t o u s  m e s e n c h y m a l  hamartoma 
(RMH) is a rare congenital  les ion of the dermis and 
subdermis.  It has been  described predominant ly  in 
newborns ,  with 30 cases reported in the Engl ish lit- 
erature. Typically, it appears as a skin tag, papule,  
nodu le  or a mass invo lv ing  the face or sternal 
notch. A 28-day-old girl presented with a 1.4 x 0.8 
cm soft skin tag in the right sternoclavicular area. 
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Physical examination revealed no congenital  anom- 
alies. A shaved b iopsy  showed  that the core of the 
les ion contained striated muscle  fibers mixed with 
hair foll icles and sebaceous and eccrine glands. 
Thin epidermis l ined the outs ide of the tag. We 
report a patient with a RMH in a site not  previous-  
ly reported and discuss the differential diagnosis.  
(Pa tho logy  O n c o l o g y  Research  Vol 13, N o  4, 375-378) 

striated muscle hamartoma 

Introduction 

Rhabdomyomatous mesenchymal hamartoma (RMH) is 
a benign lesion of the skin, first described in 1986 as a stri- 
ated muscle hamartoma. ~ To our knowledge, there are 
only 30 patients reported in the literature, eight with asso- 
ciated congenital anomalies. We report a patient with a 
RMH in the sternoclavicular area and review the English 
literature. 

Case report 

A 28-day-old girl was seen at Cardinal Glennon Chil- 
dren's Medical Center because of a congenital 1.4 x 0.8 cm 
soft skin tag in the right stemoclavicular area. Physical 
examination revealed no congenital anomalies. She was the 
product of a normal term pregnancy and there was no fam- 
ily history of similar skin lesions. Microscopically, the tag 
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was lined by a thin epidermis (Fig. 1), the papillary and 
reticular dermis had increased hair follicles and sebaceous 
glands intermixed with skeletal muscle fibers (Figs. 2 and 
3). A cluster of  serous glands intimately admixed with the 
skeletal muscle fibers and adipose tissue was present at the 
base of the lesion. After 10 years of excision, the patient is 
well and without evidence of recurrence. 

Discussion 

RMH is a rare dermal lesion with 30 patients reported in 
the English literature (Table 1). This benign hamartoma 
was first described in 1986 as a "striated muscle hamar- 
toma". ~ It has been reported under various names includ- 
ing striated muscle hamartoma, congenital midline hamar- 
toma, and hamartoma of cutaneous adnexa and mes- 
enchyme. 3 The term RMH given by Mills 4 has been the 
subject of  criticism, since it emphasizes only the skeletal 
muscle component of the lesion, however, other mesoder- 
mal elements such as fat, erector pilli muscles and ecto- 
dermal components such as eccrine glands and elements 
of the pilosebaceous apparatus are clearly part of this 
hamartoma. 

RMH is a congenital lesion in at least 70% of the 31 
patients reported including our case (Table 1). There is no 
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apparent sex predilection. Most RMH are solitary, with 
only three patients having multiple lesions. 6'2~'29 Most 
lesions presented as a nodule (7/31), papule (6/31), skin 
tag (4/31) or mass (3/31). RMH occurs most commonly in 
areas where there is superficial striated muscle, as the nose 
(9/31) or chin (8/31), followed by the periorbital (4/31) 
and anterior neck areas (2/31). 

Figure 1. Skin tag lined by thin epidermis 

Figure 2. Central core with skeletal muscle fibers, sebaceous 
glands and hair follicles are seen at the periphery 

Figure 3. Skeletal muscle fibers (40x) 

Patients with RMH occasionally have congenital anom- 
alies like cleft lip and cleft gum as well as bilateral 
sclerocorneas, retinal dysplasia and amniotic band syn- 
drome. Sanchez and Raimer 7 pointed out that some of the 
skin appendages associated with oculocerebrocutaneous 
syndrome (Delleman's syndrome) are RMH. This syn- 
drome is characterized by orbital cysts, cerebral malfor- 
mations such as hydrocephalus, central nervous system 
cysts, agenesis of the corpus callosum, focal cutaneous 
hypoplasia, and skin appendages histologically identical 
to RMH. 

Clinically and pathologically the differential diagnosis 
of RMH includes accessory tragus, congenital midline 
cervical cleft, nasal glioma, fibrous hamartoma of infan- 
cy, rhabdomyoma,  nevus lipomatosus superficialis, 
benign Triton tumor, acrochordon and infantile myofibro- 
matosis. 

Accessory tragus is an uncommon congenital polypoid 
malformation located between the pretragal (preauricular) 
and sternoclavicular regions, histologically composed of a 
thin stratum corneum and epidermis with numerous irreg- 
ularly spaced hair follicles, with eccrine glands usually 
present. The stroma includes aggregates of  mature adi- 
pose tissue, and a central plate of elastic cartilage is seen 
in most specimens. Small amounts of  skeletal muscle may 
occur in some lesions. 8 Congenital midline cervical cleft 
is a rare anomaly of the midline anterior neck, between 
the mandible and manubrium. Clinically the lesion has a 
nipple-like configuration. Histologically, the cleft is cov- 
ered by atrophic epidermis with a core of  interfasciculat- 
ed skeletal muscle extending into the deep dermis. Dermal 
adnexal structures are absent. 9 Nasal gliomas present as 
intranasal or extranasal masses. The characteristic histo- 
logic feature in this lesion is the presence of  glial tissue. 1° 
Fibrous hamartoma of infancy is predominantly a mes- 
enchymal lesion presenting as a painless subdermal nod- 
ule. Histologically, an admixture of  bundles of dense 
fibrous connective tissue, primitive mesenchyme arranged 
in nests, concentric whorls or bands, and mature adipose 
tissue are characteristic.l~ 

Adult rhabdomyoma typically occurs in the head and 
neck region of  persons older than 40 years. Histologically, 
it is composed of tightly packed, large, round or polygonal 
cells separated by thin fibrous septa and narrow vascular 
channels. Fetal rhabdomyoma occurs in neonates and con- 
tains variable amounts of fibrous or myxoid tissue, with 
non-differentiated mesenchymal cells and striated fetal 
muscle. 12 

Nevus lipomatosus superficialis is recognized as 
papules or nodules on the hip or buttock, histologically 
consisting of  thickened collagen bundles, increased capil- 
laries, and mature ectopic adipocytes. Striated muscle has 
not been reported. 13 Benign Triton tumor (neuromuscular 
hamartoma) is composed of mature striated muscle fibers 
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intimately associated with myelinated and unmyelinated 
nerve fibers contained within the same perimysial-like 
fibrous sheaths. 14 Acrochordon or fibroepithelial polyp 
commonly occurs on the trunk, axial and neck skin, and 
may be sessile or pedunculated tumors. Histologically, it 
consists of a mantle of epidermis covering a protuberant 
fibrovascular core, and within this core occasionally nerve 
fibers may be observed. 15 

Conclusions 

RMH is a rare benign hamartomatous lesion, with a 
peculiar histology, treated by excision alone. No recur- 
rences have been reported. Although the clinical signifi- 
cance of RMH is only of cosmetic importance, several 
patients have had associated congenital anomalies. The 
histologic similarity between RMH and the cutaneous 

Table 1. Reported cases of rhabdomyomatous mesenchymal hamartoma 

Case no. 
Sex Age Clinical presentation Congenital anomalies 

(reference) 

121 M NB 
21 M NB 
31 M NB 

44 M 
56 M 

622 NI 
75 M 
819 M 

9 TM F 
1024 M 
1124 M 
127 F 
137 F 
147 M 
157 M 
167 M 
178 M 

183 M 

1917 F 
2017 F 
212o M 
2216 F 

323 

242 

2525 
2626 
2727 

M 

F 
F 
F 

2828 M 
2929 F 
3029 M 
31 (current F 

case) 

Periorbital, nasal septum, skin tags 
Sternal notch, midline, pedunculated papule 
Upper lip, hornlike protuberance 

NB Chin, midline pedunculated nodule, 0.6 cm 
NB Multiple periorbital and periauricular polyps 

and nodules 
NI Nostril 
4m Chin pedunculated midline nodule, 0.7 cm 
4y Anterior midline neck, pedunculated nodule, 

present since birth 
4y Chin, papule, 0.3 cm, present since birth 
4y Chin, nodule, 1.2 cm, present since birth 
4y Chin, midline nodule, 2.0 cm, present since birth 
3/xn Anterior neck, skin tag, 0.5 cm, present since birth 
12y Nasal alae papule, 0.4 cm, present since infancy 
54y Nose papule, 0.6 cm, present 10 year 
48y Nasal alae papule, uncertain duration 
NB Chin skin tag, 0.6 cm 
71y Lateral forehead subcutaneous nodule, 1.4 cm, 

present for unknown time 
4m Medial eyebrow fingerlike projection, 1.3 cm 

11m Nostril sessile mass, 0.5x0.5 cm, present at birth 
15y Nostril sessile mass, 0.7x0.7 cm, present at birth 
9y Nostril papillomatous pedunculated lesion, 0.5 cm 
7m Perianal hemangioma appeared 15 d after birth, 

hemangioma regressed leaving polypoid lesion 
14m Sternal notch, flesh-colored papule, presents 

ince birth 
6m Lower eyelid, smooth flesh-colored cystic-like 

mass, 0.8x0.7 cm, congenital 
NB Intranasal mass with papillated surface, 0.4 cm 
40y Flesh-colored plaque-like lesion above the chin 
18m Subcutaneous tumor of the forehead, present since 

birth 
6m Chin, papillomatous lesion 
15d Multiple polypoid masses of tongue 
lm Single polypoid mass of the left palatinic tonsil 
28d Sternoclavicular area, skin tag, 1.4x0.8 cm, present 

since birth 

Delleman's syndrome 
None reported 
Cleft lip, cleft palate, amniotic bands, 

syndactyly 
None reported 
Bilateral leukocoria from sclerocor- 
nea, low-set ears, preauricular sinuses 
Lipoma of corpus callosum 
None reported 
None reported 

None reported 
None reported 
None reported 
Thyroglossal duct sinus 
None reported 
None reported 
None reported 
None reported 
None reported 

Amniotic bands, craniofacial clefts, 
microphthalmia, bilateral cleft lip 
and palate 

None reported 
None reported 
None reported 
None reported 

None reported 

Upper lid coloboma, corneal leukoma, 
limbal dermoid 

None reported 
None reported 
Nasofrontal meningocele and dermo- 

id cyst 
None reported 
None reported 
None reported 
None reported 

NI: no information, NB: neonate, d: days, m: months, y: years 
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appendages  found  in D e l l e m a n  synd rome  is intr iguing.  

However ,  at the m o m e n t  it canno t  be r e a s o n a b l y  ascer ta in  

i f  R M H  is a feature  o f  the  syndrome.  Therefore ,  the  com-  

plete  and  careful  e v a l u a t i o n  of  a pa t ien t  wi th  R M H  is of  

p a r a m o u n t  impor tance ,  speci f ica l ly  look ing  for  congeni ta l  

anomal ies  assoc ia ted  wi th  the above  m e n t i o n e d  syn- 

drome.  

The  s tr iking h is to logic  s imilari t ies  be t w een  R M H  and 

the accessory t ragus and  congeni ta l  mid l ine  cerv ica l  cleft  

are interest ing.  Poss ib le  hypotheses  to expla in  the et iology 

of  these pecul ia r  les ions  include a genet ic  p red i spos i t ion  or 

aberra t ions  in the e m b r y o n i c  migra t ions  of  mesode rma l ly  

der ived tissues. 

References 

1. Hendrick S J, Sanchez RL, Blackwell S J, Raimer SS: Striated 
muscle hamartoma: Description of two cases. Pediatr Dermatol 
3:153-157, 1986 

2. Read RW, Burnstine M, Rowland JM, Zamir E, Rao NA: Rhab- 
domyomatous mesenchymal hamartoma of the eyelid. Report 
of a case and literature review. Ophthalmol 108:798-803, 2001 

3. Rosenberg AS, Kirk J, Morgan MB: Rhabdomyomatous mes- 
enchymal hamartoma: an unusual dermal entity with a report of 
two cases and review of the literature. J Cutan Pathol 29: 238- 
243, 2002 

4. Mills AE: Rhabdomyomatous mesenchymal hamartoma of 
skin. Am J Dermatopathol I 1:58-63, 1989 

5. Elgart GW, Patterson JW:" Congenital midline hamartoma: case 
report with histochemical and immunohistochemical findings. 
Pediatr Dermatol 7:199-201, 1990 

6. Shan EE, Garen PD, Pai GS, Levkoff AH, Hagerty RC, Maize 
JC: Multiple rhabdomyomatous mesenchymal hamartomas of 
skin. Am J Dermatopathol 12:485-491, 1990 

7. Sanchez RL, Raimer SS: Clinical and histologic features of stri- 
ated muscle hamartoma: possible relationship to Delleman's 
syndrome (case report). J Cutan Pathol 21:40-46, 1994 

8. Jansen T, Romiti R, Altmeyer P: Accessory tragus: Report of 
two cases and review of the literature. Pediatr Dermatol 
17:391-394, 2000 

9. Bergevin MA, Sheft Stan, Myer 111 C, Mc Adams A: Congenital 
midline cervical cleft. Pediatr Pathol 9: 731-739, 1989 

10. Whitaker SR, Sprinkle M, Chov SM: Nasal glioma. Arch Oto- 
laryngol 107:550-554, 1981. 

11. SoteloAC, BalePM: Subdermal fibrous hamartoma of infancy: 
pathology of 40 cases and differential diagnosis. Pediatr Pathol 
14:39-52, 1994 

12. Di Sant" Agnese PA, Knowles DM: Extracardiac rhabdomy- 
oma: a clinico-pathologic study and review of the literature. 
Cancer 46:780-789, 1980 

13. Mehregan AH, Tavafoghi V, Ghandochi A: Nevus lipomatosus 
cutaneous superficialis. J Cutan Pathol 2:307-313, 1975 

14. Markel SE Enzinger FM: Neuromuscular hamartoma - a 
benign "triton tumor" composed of mature neural and striated 
muscle elements. Cancer 49:140-144, 1982 

15. Murphy GF Dermatopathology. 1 " ed, W.B. Saunders Compa- 
ny, 1995, pp 191-192 

16. Scrivener Y, Petiau P, Rodier-Bruant C, Cribier B, Heid E, 
Grosshans E: Perianal striated muscle hamartoma associated 
with hemangioma. Pediatr Dermatol 15:274-276, 1998 

17. Nakanishi H, Hashimoto L Takiwaki H, Urano Y, Arase S: Striat- 
ed muscle hamartoma of the nostril. J Dermato122:504-507, 1995 

18. Hayes M, van der Westhuizen N: Congenital rhabdomyomatous 
mesenchymal hamartoma (letter). Am J Dermatopathol 14:64- 
65, 1992 

19. Katsumata M, Keong CH, Satoh T: Rhabdomyomatous mes- 
enchymal hamartoma of skin. J Dermatol 17:384-387, 1990 

20. Grilli R, Escalonilla P, Soriano ML, Farina C, Renedo G, Mar- 
tin L, Requena L- The so-called striated muscle hamartoma is a 
hamartoma of cutaneous adnexa and mesenchyme, but not of 
striated muscle (letter). Acta Dermatol Venereol 78: 390, 1998 

21. Ferguson JW, Hutchison HT, Rouse BM: Ocular cerebral and 
cutaneous malformations: confirmation of an association. Clin 
Gen 25:464-469, 1984 

22. Miura T, lnoue K: A case of a congenital skin mass in the nos- 
tril with a lipoma of the corpus callosum. Jpn J Plast Reconstr 
Surg 33:365-369, 1990 

23. Chen SH, Driscoll MS, Sanchez RL, Raimer SS: A flesh-colored 
papule on the neck of a child. Pediatr Dermatol 16:65-67, 1999 

24. Ashfaq R, Timmons CF: Rhabdomyomatous mesenchymal 
hamartoma of skin. Pediatr Pathol 12:731-735, 1992 

25. Farris PE, Manning S, Vuitch F." Rhabdomyomatous mes- 
enchymal hamartoma. Am J Dermatopathol 16:73-75, 1994 

26. Chang CP, Chen GS. Rhabdomyomatous mesenchymal hamar- 
toma: a plaque-type variant in an adult. Kaohsiung J Med Sci 
21:185-188, 2005 

27. Takeyama J, Hayashi T, Sanada T, Shimanuki Y, Saito M, Shi- 
rane R: Rhabdomyomatous mesenchymal hamartoma associat- 
ed with nasofrontal meningocele and dermoid cyst. J Cutan 
Pathol 32:310-313, 2005 

28. Ortak T, Orbay H, Unlu E, Uysal C, Uraloglu M, Sensoz OM: 
Rhabdomyomatous mesenchymal hamartoma. J Craniofac 
Surg 16:1135-1137, 2005 

29. Magro G, Di Benedetto A, Sanges G, , Scalisi F, Alaggio R: 
Rhabdomyomatous mesenchymal hamartoma of oral cavity: an 
unusual location for such a rare lesion. Virchows Arch 
446:346-347, 2005 

PATHOLOGY ONCOLOGY RESEARCH 


