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Keratosis follicularis spinulosa decalvans is a rare, X-linked disorder characterized by scarring alopecia of theAbstract
scalp and eyebrows in the setting of widespread keratosis pilaris. Less frequent associations are ocular
abnormalities and palmoplantar keratoderma. Acne keloidalis nuchae has previously been described in one
patient with keratosis follicularis spinulosa decalvans. We report another case of keratosis follicularis spinulosa
decalvans with acne keloidalis nuchae and tufted hair folliculitis, thus further establishing this association.

1. Case Report

An 18-year-old boy of Southeast Asian origin, born of a con-
sanguineous marriage, presented with an approximate 12-year
history of progressive scarring alopecia of the vertex of the scalp
and an approximate 8-year history of a recurrent papulopustular
eruption on the nape of the neck. Generalized keratosis pilaris and
palmoplantar hyperkeratosis were reported to be present since
early childhood. The patient had complained of photophobia since
early childhood but there was no hearing deficit. There was a
family history of keratosis pilaris but none of the siblings or the
parents had additional features of scarring alopecia of the scalp
and eyebrows and/or a pustulopapular eruption of the nape of the
neck.

Physical examination revealed a 4-cm patch of scarring alope- Fig. 1. Scarring alopecia and keratotic follicular papules on the vertex.

cia on the vertex studded with multiple hyperkeratotic follicular
follicular prominence, and scaling of the eyelashes. Ocular exam-papules, pustules, and tufted hairs (figure 1). Multiple pustu-
ination revealed blepharitis and a mild ectropion but no corneallopapules were noted on the nape of the neck and the occipital
opacities were seen. A diffuse palmoplantar keratoderma wasscalp in association with keloidal scarring and follicular tufting
present. The rest of the physical examination and routine blood(figure 2). Physical examination revealed widespread keratosis
and urine analyses were unremarkable. Antinuclear antibody waspilaris particularly involving the cheeks, eyebrows, proximal ex-
negative. Fungal cultures of the scalp lesions were negative.tremities, trunk, and legs (figure 3). Erythematous keratotic

micropapules were evident on the skin of the eyebrows in associa- Bacterial cultures of the nuchal and posterior scalp lesions grew
tion with loss of the lateral eyebrows. There was hypotrichosis, Staphylococcus aureus. Histopathologic examination of a skin
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female heterozygotes may exhibit a milder phenotype in families
with an X-linked dominant inheritance.[8] The variable expression
of the triad of scarring alopecia, widespread keratosis pilaris, and
photophobia may reflect incomplete penetrance and random X
inactivation.[1,7]

KFSD typically begins in infancy with the appearance of kera-
tosis pilaris on the face, which progresses to a more widespread
distribution on the trunk and limbs.[2] Follicular hyperkeratosis of
the scalp with a variable degree of inflammation results in scarring
alopecia of the scalp and eyebrows in early childhood or adoles-
cence. The alopecia may be limited to only a few patches on the
vertex, resembling folliculitis decalvans, or it may be more wide-
spread.[9] Loss of the lateral eyebrows is associated with keratotic
follicular papules. Involvement of the eyelashes may lead to
hypotrichosis, blepharitis, and ectropion, as in the current case.

Fig. 2. Follicular papules and pustules on the nape of the neck. Scarring

alopecia and tufted hair folliculitis are also evident.

Photophobia is usually marked by corneal dystrophy with punctu-
ate defects on ophthalmologic examination. Less commonly re-biopsy specimen from the scalp showed follicular hyperkeratosis
ported features are atopy, palmoplantar keratoderma, deafness,and perifollicular and perivascular mixed inflammatory infiltrate.
mental retardation, nail abnormalities, and aminoaciduria.[10,11]

The diagnosis of keratosis follicularis spinulosa decalvans (KFSD)
Folliculitis spinulosa decalvans is a variant of KFSD that starts atwas made on the basis of these clinical and histopathologic find-
puberty.[12]

ings.
The histopathologic findings of KFSD are similar to those ofTreatment consisted of topical fusidic acid and oral cefadroxil

other forms of keratosis pilaris atrophicans. In the early stages,500 mg twice daily for 2 weeks for the inflammatory lesions of the
biopsies obtained from the keratotic papules are indistinguishablescalp and the nape of the neck. Subsequently, oral antibacterial
from those obtained from other forms of keratosis pilaris. Thesetherapy was repeated whenever this was deemed necessary. Topi-
lesions show dilated, patulous follicular orifices that extend abovecal petrolatum and 10% urea ointment were prescribed for the
the normal contour of the epidermis and contain impacted denseremainder of the skin to treat the generalized dry texture and the

keratosis pilaris. The patient showed marked improvement in the
inflammation of the scalp and nuchal area at a 6-month follow-up
visit (figures 4 and 5). Oral retinoids were considered but the
family and patient opted not to use this modality because of cost
considerations.

2. Discussion

Keratosis pilaris atrophicans is a heterogeneous group of relat-
ed disorders. Three syndromes included in this group are KFSD,
keratosis pilaris atrophicans faciei, and atrophoderma vermicu-
latum.[1-3]

KFSD was first described by Siemens in 1926.[4] It is an
uncommon X-linked disorder characterized by widespread follicu-
lar hyperkeratosis with variable degrees of inflammation, cicatri-
cial alopecia of the scalp, and photophobia. KFSD has been
classified within the inflammatory group of primary cicatricial
alopecias.[5]

KFSD was mapped to Xp22.13-p22.2 in 1998 but an autosomal
dominant mode of inheritance has also been reported in some
families.[6,7] In general, men are more severely affected while

Fig. 3. Keratosis pilaris on the leg. A few of the follicular papules are

inflamed.
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terized by chronic mucosal lesions associated with keratitis, non-
scarring alopecia, keratosis pilaris, and perineal intertrigo.[15]

Acne keloidalis nuchae (AK), also known as folliculitis ke-
loidalis, is a chronic inflammatory process involving the hair
follicles of the occipital scalp and the nape of the neck. It is
characterized by the eruption of multiple folliculocentric pus-
tulopapules that tend to heal with keloidal scarring. AK is classi-
fied under the mixed group of primary cicatricial alopecias.[16]

While the exact cause of AK is not yet known, frequently suggest-
ed etiologic possibilities are short haircuts along the posterior
hairline and penetration of cut hair into the skin, as in pseudofol-
liculitis, constant irritation by shirt collars, and chronic low-grade
bacterial infection.[17] Our patient had AK in conjunction with
KFSD. This association has previously been described in only one
patient.[9] Hence, our case is supportive of the previously described

Fig. 4. Marked improvement in inflammation of the scalp lesions at the

6-month follow-up visit.

association of KFSD with AK. As the nuchal skin responds to
keratin.[1,2] There may be a superficial perifollicular and intrafol- inflammation by forming keloidal scars, it is hypothesized that
licular neutrophilic infiltrate when lesions are acutely inflamed. KFSD may have initiated AK in an area that already has a

tendency for keloidal scarring.[9] The follicular tufts both on theWith advancement of the disease to scarring alopecia, there is
vertex and the nuchal skin resulted from the healing of damagedoften a folliculocentric infiltrate associated with progressive fibro-
follicles with fibrous scarring and subsequent clustering of hairsis. The infiltrate can be suppurative or mononuclear, with the
shafts about a common infundibulum.[9]

latter being more common. Ultimately, follicular destruction, con-

centric perifollicular and horizontal adventitial lamellar fibrosis, Although there are no effective therapeutic options for KFSD,
and scarred follicular tracts dominate the histologic find- therapeutic intervention during the active stages of the disease is

recommended. Oral etretinate and isotretinoin have shown someings.[1,8,9,13] In these more advanced cases, there is considerable
efficacy in a few cases.[7,9,14] Laser-assisted hair removal has beenhistologic overlap with the late stages of lichen planopilaris,
advocated as this would destroy the target of the disease, thusdiscoid lupus erythematosus, pseudopelade of Brocq, and the
halting the disease process.[18] Treatment with systemic antibac-pustulofollicular scarring alopecias, including acne keloidalis, fol-
terials, for example, tetracycline, erythromycin, minocycline,liculitis decalvans, and others.
dicloxacillin, trimethoprim, sulfamethoxazole, and cephalexin,

The most important differential diagnoses of KFSD include
has proven to be ineffective for resolving the process of inflamma-

ichthyosis follicularis, alopecia and photophobia (IFAP) syn-

drome, keratosis pilaris atrophicans faciei, and hereditary

mucoepithelial dystrophy.[13] These entities are largely differenti-

ated on clinical grounds. IFAP syndrome is characterized by the

presence of non-scarring alopecia, severe photophobia, corneal

dystrophy, and generalized cutaneous ‘thorn-like’ projections. Hy-
perkeratosis is sometimes present over the elbows and knees, but
there is no palmoplantar keratoderma. Some authors consider
IFAP syndrome and KFSD as points on the spectrum of a single
condition. KFSD is differentiated from IFAP syndrome by distinc-
tive features of scarring alopecia and palmoplantar ker-
atoderma.[13,14] Our patient had photophobia but no corneal dystro-
phy. Eyebrow involvement is classically a feature of keratosis
pilaris atrophicans faciei (ulerythema oophryogenes), but scarring
alopecia of the scalp rarely occurs in this condition.[9] Hereditary
mucoepithelial dysplasia is a dominantly inherited disease charac-

Fig. 5. Regression of inflammation on the nuchal area with residual hyper-

trophic scars and tufts at the 6-month follow-up visit.

 2008 Adis Data Information BV. All rights reserved. Am J Clin Dermatol 2008; 9 (2)



This material is

the copyright of the

original publisher.

Unauthorised copying

and distribution

is prohibited.

140 Janjua et al.

5. Olsen EA, Bergfeld WF, Cotsarelis G, et al. Summary of North American Hairtion that leads to scarring but the pustular flares associated with
Research Society (NAHRS)-sponsored Workshop on Cicatricial Alopecia,

S. aureus can usually be controlled with antistaphylococcal anti- Duke University Medical Centre, February 10 and 11, 2001. J Am Acad
Dermatol 2003; 48: 103-10bacterials.[1] Dapsone may be effective in treatment-resistant pus-

6. Porteous ME, Strain L, Logie LJ, et al. Keratosis follicularis spinulosa decalvans:tular disease.[12] Topical and intralesional corticosteroids have
confirmation of linkage to Xp22.13-p22.2. J Med Gen 1998; 35: 336-7been reported to cause transient improvement in a few cases.[1,13]

7. Oosterwijk JC, Richard G, Van der Wielen MJ, et al. Molecular genetic analysis ofTopical emollients and keratolytics are recommended for the
two families with keratosis follicularis spinulosa decalvans: refinement of gene

treatment of widespread keratosis pilaris and palmoplantar ker- localization and evidence for genetic heterogeneity. Hum Genet 1997 Oct; 100
(5-6): 520-4atoderma.

8. van Osch LD, Oranje AP, Keukens FM, et al. Keratosis follicularis spinulosa
decalvans: a family study of seven male cases and six female carriers. J Med
Genet 1992 Jan; 29 (1): 36-403. Conclusion

9. Goh MS, Magee J, Chong AH. Keratosis follicularis spinulosa decalvans and acne
keloidalis nuchae. Australas J Dermatol 2005 Nov; 46 (4): 257-60

The association of KFSD with AK is interesting. As the nuchal 10. Britton S, Lustiq J, Thomson BJ, et al. Keratosis follicularis spinulosa decalvans:
an infant with failure to thrive, deafness, and recurrent infections. Arch Derma-skin responds to inflammation by forming keloidal scars, it is
tol 1978 May; 114 (5): 761-4

hypothesized that KFSD may initiate AK in an area that already
11. Grosshans E, Heid E, Stoll C, et al. [Keratosis follicularis spinulosa decalvans andhas a tendency for keloidal scarring. Therefore, the evaluation of a amino-aciduria (author’s transl)]. Ann Dermatol Venereol 1978 Apr; 105 (4):

patient with KFSD should include a careful history of involvement 433-8

of the nuchal area and examination of the nuchal skin for the 12. Kunte C, Loeser C, Wolff H. Folliculitis spinulosa decalvans: successful therapy
with dapsone. J Am Acad Dermatol 1998; 39: 891-3presence of any pustulopapular lesions and/or keloidal scarring.

13. Alfadley A, Al Hawsawi K, Hainau B, et al. Two brothers with keratosis follicu-
laris spinulosa decalvans. J Am Acad Dermatol 2002 Nov; 47 (5 Suppl.):
S275-8Acknowledgments

14. Herd RM, Benton EC. Keratosis follicularis spinulosa decalvans: report of a new
pedigree. Br J Dermatol 1996; 134: 138-42

No sources of funding were used to assist in the preparation of this case 15. Boralevi F, Haftek M, Vabres P, et al. Hereditary mucoepithelial dysplasia:
report. The authors have no conflicts of interest that are directly relevant to the clinical, ultrastructural and genetic study of eight patients and literature review.
content of this case report. Br J Dermatol 2005 Aug; 153 (2): 310-8

16. Sperling LC, Homoky C, Pratt L, et al. Acne keloidalis is a form of primary
scarring alopecia. Arch Dermatol 2000; 136: 479-84

References 17. George AO, Akanji AO, Nduka EU, et al. Clinical, biochemical and morphologic
features of acne keloidalis in a black population. Int J Dermatol 1993; 32: 714-61. Baden HP, Byers HR. Clinical findings, cutaneous pathology, and response to

therapy in 21 patients with keratosis pilaris atrophicans. Arch Dermatol 1994;
18. Chui CT, Berger TG, Price VH, et al. Recalcitrant scarring follicular disorders

130: 469-75
treated by laser assisted hair removal: a preliminary report. Dermatol Surg

2. Rand R, Baden HP. Keratosis follicularis spinulosa decalvans: report of two cases 1999; 25: 34-7
and literature review. Arch Dermatol 1983; 119: 22-6

3. Romine KA, Rothschild JG, Hansen RC. Cicatricial alopecia and keratosis pilaris:
keratosis follicularis spinulosa decalvans. Arch Dermatol 1997 Mar; 133 (3):

Correspondence: Dr Shahbaz A. Janjua, Dermatologist, Ayza Skin & Re-381, 384
search Center, Lalamusa, Pakistan.4. Siemens NI. Keratosis follicularis spinulosa decalvans. Arch Derm Syph 1926;

151: 384-6 E-mail: shahbaz.janjua@gmail.com

 2008 Adis Data Information BV. All rights reserved. Am J Clin Dermatol 2008; 9 (2)


	Abstract 137
	1. Case Report 137
	2. Discussion 138
	3. Conclusion 140
	Acknowledgements 140
	References 140
	Correspondence 140
	Email 140

