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Overview of Central Centrifugal Cicatricial Alopecia
(CCCA)

e CCCA is arare type of scarring alopecia that manifests clinically as
patches of permanent hair loss on the vertex or crown of the scalp and
spreads centrifugally.

o This type of hair loss is associated with inflammation-related signs

and symptoms
>  Itching, burning, redness, pain

o It is a condition that affects women of African descent and runs in
families (often inherited in an autosomal dominant manner).

e Topical and intralesional steroids along with oral tetracyclines are the
treatment of choice. However, these therapies often result in minimal
response.

o Patients experience decreased quality of life and psychosocial
distress from disfigurement and scalp symptoms




Epidemiology

Central centrifugal cicatricial alopecia (CCCA)
predominantly affects women of African descent.

P 8 J ettt 1] il s ik . The true prevalence of CCCA remains unknown due
to minimal population studies; some studies show a
prevalence from 2.7% to 5.6%.

CCCA 1s less common among adolescents and
children. However, this may be due to delayed
diagnosis or misdiagnosis.

FIGURE 1 Spectrum of CCCA disease severities: Patients with stage 1B (focal, (A)), stage 3B (limited, (B)) and stage 5B (extensive, (C))
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Emerging Evidence in the
Genetic Composition of CCCA

» Autosomal dominant mode of inheritance with varying degrees of
penetrance.

» Malki L, Sarig O, Romano MT, et al study showed that
app‘r0x1matel¥) 4% (14 out of 58) patients with CCCA had a
variant of PADI3 (peptidylarginine deiminase III).

» PADI3 encodes for the protein that is essential for proper hair-
shaft formation.

» Variants of PADI3 were found to result in reduced PADI3
expression, abnormal intracellular localization of the protein, and
decreased enzymatic activity.

» Biallelic PADI3 mutations have been implicated in patients with

uncombable hair syndrome S A F




Clinical Features

CCCA presents with
scarring at the vertex or - Olsen Scale shows the gradations in hair loss from
crown of the scalp that tends normal (0) to bald scalp (5

to spread centrifugally.

Symptoms may include
itchy, tender scalp;
seborrheic-type scale,
follicular papules; and
pustules to completely
asymptomatic hair breakage
at the vertex of the scalp.

Some patients can be
asymptomatic.




Diagnosis

Peripilar white/gray

B

Figure 4. Histopathology of patient 1. Biopsy specimen of
the vertex scalp shows focally dense bandlike perfollicular
infiltrate at the level of the infundibulum and isthmus
(hematoxylin and eosin, 10=).

Trichoscopy Histopathology

Clinically SA F




Treatment

 Since CCCA is a permanent form of hair loss, initiating treatment in the early stages of disease
is critically important.

*  Current treatment has a two-pronged approach:
1) Reduce inflammation
2) Slow the progression of disease

 Treatments include:
1) Topical steroids
2) Intralesional corticosteroids
3) Oral tetracyclines
4) Hydroxychloroquine

**Limited efficacy of current therapies and dearth of clinical research trials can lead to further progression
of hair loss and can have a negative impact of the quality of life of CCCA patients.** S A F



Current ICD-10-CM Codes

Disorders of skin appendages (L60-L75)

[

Cicatricial alopecia (L66)

Pseudopelade(L.66.0)
Lichen planopilaris (L66.1)
Folliculitis decalvans (L66.2)

SAF

Perifolliculitis capitis abscedens (L66.3)
Folliculitis ulerythematosa reticulata(L66.4)

Other cicatricial alopecia (1.66.8)

Cicatricial alopecia, unspecified (1.66.9)




Rationale For A Stand-Alone ICD-10-CM Code for CCCA

The current ICD-10-CM coding for CCCA does not adequately capture the current
and ongoing clinical understanding of CCCA.

A specific ICD-10-CM code for CCCA would be a momentous step forward for the study of this unique
disease as improved coding granularity would:

Better track disease prevalence and contribute to health policy decision-making
Evaluate symptom progression of CCCA and any associated co-morbidities
Monitor adherence to clinical management guidelines

Track and improve patient-related care outcomes

Greater e}aidemiologjc monitoring with greater access to Electronic Medical Records and other
large Real World Evidence datasets and databases

Improved retrosPective studies comparing best treatment and management practices and
encouragement of pharmaceutical research, clinical trials and patient registries

Improved patient care access and quality improvement initiatives F
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