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Onychoheterotopia (Ectopic Nail) 

▪ Nail is growth of nail unit tissue outside the usual 
anatomic area. 

▪ Japan and India
▪ Congenital from syndromes such as Pierre-Robin 

Syndrome and Congenital Palmar Nail 
Syndrome.

▪ Trauma or chronic repetitive injury. 



Onychoheterotopia (Ectopic Nail)

▪ Dorsal aspect of the hand. 
▪ Osseous defects if matrix 

close to bone. 



Traumatic ectopic nail

Çalişkan et al. Ann Dermatol, http://dx.doi.org/10.5021.ad.2014.26.6.768,   



Matrix horns

Piraccini, BM, Nail Disorders, Springer-Verlag Italia, 2014. 



Onychoheterotopia (Ectopic Nail)

▪ All component of nail unit
▪ Matrix
▪ Place
▪ Bed
▪ Nail Fold



Onychoheterotopia (Ectopic Nail)

▪ Differential:
▪ Retronychia
▪ Squamous cell carcinoma in-situ (HPV)
▪ Residual nail unit after incomplete 

excision



Retronychia

Courtesy of Dr. Bertrand Richert



Retronychia

Baumgartner M and Haneke E. Retronychia: Diagnosis and Treatment. Dermatologic Surgery 36(10):1610-4, 2010 



64 y/o male 
● Rapidly enlarging nodule in fingernail for 

one month
● All other nails normal



64 y/o male



64 y/o male



64 y/o male



64 y/o male



64 y/o male



64 y/o male



Subungual Keratoacanthoma

● Similar to the keratoacanthoma-type of SCC 
elsewhere

● Destroys bone and does not regress but 
otherwise not aggressive

● Biopsy is curative



Subungual Keratoacanthoma

● Initial biopsy is curative 
● Calling squamous cell carcinoma often 

leads to an  unnecessary amputation 



Subungual Keratoacanthoma
● Crateriform squamous proliferation with abundant keratin 

and parakeratotic foci
● Minimal keratinocytic atypia
● Variable mixed inflammatory cell infiltrate with 

intraepithelial neutrophils and surrounding lymphocytes, 
plasma cells and sometimes eosinophils



Subungual Keratoacanthoma

● Differential 
● Verruca
● Squamous cell carcinoma of the nail unit
● Nail bed inclusions
● Onycholemmal cyst
● Subungual tumor of incontinentia pigmenti



Subungual Keratoacanthoma Differential

● Verruca or SCC
● Both HPV



Subungual Keratoacanthoma 
Differential

● Verruca or SCC
● Both HPV
● Sampling important



Subungual Keratoacanthoma 
Differential

● Nail bed inclusions
● Onycholemmal cyst

● Likely result of trauma

Martin B. Nail histopathology. Actas Dermosifiliogr 
104:564-78, 2013



Subungual Keratoacanthoma 
Differential

● Subungual tumor of incontinentia pigmenti (IP)
● Suspect if young female
● May be first presentation 
of IP in mosaic cases

Donati et al. Eur J Dermatol 19:243-7, 2009



Confusing Nail Tumor Terminology

■ Onychopapilloma
■ Onychomatricoma
■ Onychocytic matricoma
■ Onycholemmal (cyst, horn tumor)



Onychopapilloma



Onychopapilloma
■ Clinical

◆ Logintudinal erythronychia (redness)
◆ Distal nail split
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Onychopapilloma
■ Clinical

◆ Logintudinal erythronychia (redness)
◆ Distal nail split

Embed proximal to distal



Onychopapilloma—Keratin Producing



Onychopapilloma—Keratin Producing



Onychopapilloma



Onychopapilloma—Not a wart



Onycomatricoma



Onycomatricoma
■ Examine nail for holes—Transverse 

sections of dystrophic nail



Onychomatricoma
■ Two components

◆ Epithelial (?reactive)
◆ Dermal spindle

⧫ (May be myxoid)



Onycomatricoma



Squamous cell carcinoma



Squamous cell carcinoma

■ INSERT CLINICAL



Squamous cell carcinoma in-situ

■ INSERT CLINICAL



Squamous cell carcinoma in-situ
■ Human Papillomavirus (HPV) features



SCC versus Wart/Verruca



SCC versus Wart/Verruca
■ Clinical correlation often necessary

◆ Immunosuppression (esp HIV)
◆ If it is destroying bone, it is not benign!
◆ Sample more if suspicious



HPV In-situ Hybridization (ISH)
■ HPV Subtypes—same as cervical SCC

◆ Low risk--Verruca
◆ High risk—Squamous cell carcinoma 
◆ Pan HPV test—Benign and malignant



Hutchinson’s Sign



Hutchinson’s Sign



Hutchinson’s Sign
■ J Am Acad Dermatol. 2001 Feb;44(2):305-7.
■ Two kinds of Hutchinson's sign, benign and malignant.
■ Kawabata YKawabata Y, Ohara KKawabata Y, Ohara K, Hino 

H, Tamaki K.
■ Department of Dermatology, Faculty of Medicine, University of 

Tokyo, Japan. KAWABATA-der@h.u-tokyo.ac.jp
■ We examined 6 subungual melanomas in situ and 18 melanocytic nevi 

and compared pigmentation of the nail plates and hyponychium with 
the use of a dermatoscope. Hutchinson's sign on the hyponychium was 
not always evidence of subungual melanoma because it can be seen in 
both diseases. However, there was a wide difference in their 
dermatoscopic features. We believe that observation of pigmentation 
on the hyponychium with the use of a dermatoscope contributes to the 
precise diagnosis of subungual melanoma.

http://www.ncbi.nlm.nih.gov/pubmed/11174394
http://www.ncbi.nlm.nih.gov/pubmed?term=Kawabata%20Y%5BAuthor%5D&cauthor=true&cauthor_uid=11174394
http://www.ncbi.nlm.nih.gov/pubmed?term=Ohara%20K%5BAuthor%5D&cauthor=true&cauthor_uid=11174394
http://www.ncbi.nlm.nih.gov/pubmed?term=Hino%20H%5BAuthor%5D&cauthor=true&cauthor_uid=11174394
http://www.ncbi.nlm.nih.gov/pubmed?term=Hino%20H%5BAuthor%5D&cauthor=true&cauthor_uid=11174394
mailto:KAWABATA-der@h.u-tokyo.ac.jp


Dr. Rich’s Differential Diagnosis

■ Trauma pigment
■ Nevus
■ Lentigo
■ R/O Melanoma



Biopsy
■ Nail plate reflected and matrix sampled
■ Proximal nail fold sampled



Proximal Nail Fold



Proximal Nail Fold



Fontana-Masson Stain



MelanA IHC Study





Nail Matrix



Nail Matrix



Onychocytic matricoma with a 
Hutchinson’s sign









Onychocytic Matricoma



Onychocytic Matricoma



Onychocytic matricoma vs
Nail unit seborrheic keratosis

■ Semantic difference
■ Seborrheic keratosis is very common
■ More important is to make sure this is not subtle, 

pigmented squamous cell carcinoma
■ Onychocytic matricoma is a difficult name



COVID-19



COVID-19
■ Mee’s lines



31 y/o male with acute onset of toe papules













Mucin stain



CD123 (Plasmacytoid Dendritic Cell Marker)





Parvovirus B19 simulating SLE
■ Accumulation of nucleic acids after apoptosis

■ Transient ANA titer and other serologies
◆ RF, anti-DS-DNA, anti-phospholipids, 
◆ Ribonucleoprotein, Sjögren syndrome A/B
◆ Topoisomerase scl-70

■ When the ANA is positive, the patient is no longer considered to be 
infectious.



Parvovirus B19 simulating SLE





Chilblains vs Chilblain lupus erythematosus

■ Chilblain LE is a manifestation of chronic cutaneous LE (CCLE)
◆ Discoid lesions on hands/fingers and feet/toes
◆ Subungual (nail bed) hyperkeratosis
◆ Atropic digital ulcers similar to those seen in systemic sclerosis
◆ Proximal nail fold capillary alterations (dermoscopic)
◆ Histopathology—Interface dermatitis

■ Chilblains—digits are normal
◆ Swelling = Papillary dermal edema
◆ No interface dermatitis



Fragments DNA-RNA

Infection
Cellular apoptosis

Activation of Toll-like receptors

Intracellular signalling activation 
within infected cells

Inflammation simulating
 viral infection and SLE

IFN-1

Ann Dermatol Venereol 2015;  142: 653—663 



Ann Dermatol Venereol 2015;  142: 653—663 



Type I Interferonopathy Major cutaneous findings Major extra-cutaneous findings SLE-like

Aicardi-Goutiè̀res syndrome 
(AGS)

Chillblains, digital 
amputations, ear tissue loss, 

panniculitis

Severe neurological disease with 
developmental delay and 
intracranial calcification

+++

Familial chillblain lupus (FCL) Chillblains, digital 
amputations, ear tissue loss 

- +

Spondylenchodrodysplasia 
(SPENCD)

Chillblains, digital amputations Skeletal dysplasia, neurological 
developmental delay with 
intracranial calcification

+++

Stimulator of interferon genes 
(STING) - associated 

vasculopathy with onset in the 
infancy (SAVI)

Chillblains, digital 
amputations, ear tissue loss 

Interstitial lung disease +++

Ann Dermatol Venereol 2015;  142: 653—663 



J Cutan Pathol 2008; 35: 774–778 

+ + =
Aicardi-Goutières

syndrome



Aicardi-Goutières syndrome Familial chilblain lupus

Familial chilblain lupus and Aicardi-Goutières 
syndrome are allelic phenotypes of the same disease

Ann Dermatol Venereol 2015;  142: 653—663 



Stimulator of interferon genes (STING) - associated 
vasculopathy with onset in the infancy (SAVI)

Ann Dermatol Venereol 2015;  142: 653—663
 JAMA Dermatol 2015; 151: 872-877



J Am Acad Dermatol 2016; 74: 186-9

SAVI

Overlapping features with AGS and chilblain lupus 
Differential diagnosis = granulomatosis with polyangiitis 



Endothelial cell infection and endothelitis in COVID19

Varga Z, Flammer A, Steiger P, et al. Endothelial cell infection and endotheliitis in COVID-19. The Lancet 2020; 
https://dx.doi.org/10.1016/s0140-6736(20)30937-5

https://dx.doi.org/10.1016/s0140-6736(20)30937-5
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