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M
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To

 th
e

 E
d
ito

r:

C
utaneous

 lym
p
hom

as

 are

 a
 neop

lastic

 ab
norm

ality

 of

 the
skin

 that

 p
resent

 in

 4%

 of

 all
 lym

p
hom

as.

 Eighty

 p
ercent

of

 cutaneous

 lym
p
hom

as

 originate
 in

 T

 lym
p
hocytes

 and
,

of

 these,

 half

 are

 m
ycosis

 fungoid
es.

 T
he

 incid
ence

 of

 this
d
isease

 has

 b
een

 calculated

 at

 0.4

 cases
 p

er

 100,000

 inhab
-

itants

 p
er

 year

 and

 it

 m
ainly

 p
resents

 in
 old

er

 ad
ults,

 w
ith

an

 average

 age

 of

 60

 years.

 A
p
p
roxim

ately
 70%
 of

 p
atients

are

 w
hite

 and

 the

 d
isease

 occurs

 m
ore

 freq
uently

 in

 m
en

than

 in

 w
om

en.

 Follicular

 or

 folliculotrop
ic

 m
ycosis

 fun-
goid

es

 is

 a

 rare

 variant

 of

 this

 typ
e

 of

 T-cell

 cutaneous
lym

p
hom

a.
A

 28-year-old

 m
an

 b
orn

 on

 the

 Pacifi
c

 coast

 of

 C
olom

-
b
ia,

 

w
ho

 

w
as

 

a

 

m
em

b
er

 

of

 

an

 

outlaw
ed

 

arm
ed

 

group
living

 

in

 

the

 

jungle,

 

visited

 

the

 

em
ergency

 

d
ep

artm
ent

w
ith

 skin

 lesions

 that

 had

 ap
p
eared

 4

 years

 earlier

 and
w

hich

 had

 b
ecom

e

 generalized
.

 T
he

 p
atient

 had

 no

 p
rior

d
iagnosis

 

and

 

had

 

not

 

received

 

any

 

treatm
ent.

 

Physical

A
 

B
 

D
 

C
 

F
ig

u
re

 1

 

C
linical

 im
ages

 of

 the

 p
atient:

 A
,

 Im
age

 of

 the

 p
atient

 at

 24

 years

 of

 age,

 4

 years

 b
efore

 the

 consultation.

 B
,

 Photograp
hs

at

 the

 tim
e

 of

 consultation,

 show
ing

 tum
oral

 lesions

 on

 the

 face

 and

 scalp
,

 associated

 w
ith

 facies

 leonina.

 C
,

 Severe

 involvem
ent

of

 the

 left

 foot.

 D
,

 Involvem
ent

 of

 the

 scalp

 w
ith

 p
urulent

 exud
ate.

�
P
lease

 

cite

 

this

 

article

 

as:

 

U
rib

e-B
ojanini

 

E,

 

Santa-V
élez

 

C
,

Rued
a-C

ad
ena

 X
,

 M
orales

 SD
.

 M
icosis

 fungoid
e

 foliculotrop
a

 d
e

 p
re-

sentación

 grave

 y

 letal.

 A
ctas

 D
erm

osifi
liogr.

 2019;110:412---414.

exam
ination

 

revealed

 

m
ultip

le

 

coalescing

 

hyp
erkeratotic

infi
ltrated

 tum
orous

 lesions

 on

 the

 face,

 scalp
,

 torso,

 b
ack,

arm
s,

 and

 legs.

 T
he

 p
atient

 p
resented

 facies

 leonina

 on
the

 

face,

 

w
ith

 

loss

 

of

 

ad
nexa,

 

m
ad

arosis,

 

and

 

loss

 

of
eyelashes

 

and

 

b
od

y

 

hair.

 

T
he

 

scalp

 

show
ed

 

sup
p
urating

cereb
riform

 lesions.

 N
o

 involvem
ent

 of

 the

 oral

 or

 geni-
tal

 m
ucosa

 w
as

 ob
served

.

 Palp
ation

 revealed

 no

 enlarged
lym

p
h

 nod
es

 or

 organs

 (Fig.

 1).

 Em
p
irical

 treatm
ent

 w
ith

am
p
icillin---sulb

actam

 

and

 

vancom
ycin

 

w
as

 

instated
,

 

skin
b
iop

sies

 w
ere

 taken,

 and

 an

 analysis

 of

 d
isease

 extension
w

as

 p
erform

ed
.

 T
he

 p
atient

 d
ied

 from

 card
ioresp

iratory

 fail-
ure

 d
ue

 to

 sep
sis

 and

 m
ultiorgan

 failure.

 T
he

 skin

 b
iop

sies
w

ere

 review
ed

 p
ost

 m
ortem

 b
y

 the

 d
erm

atology

 d
ep

artm
ent

and

 revealed

 fi
nd

ings

 suggestive

 of

 folliculotrop
ic

 m
ycosis

fungoid
es;

 

this

 

fi
nd

ing

 

w
as

 

also

 

sup
p
orted

 

b
y

 

im
m

une-
staining

 tests

 (Fig.

 2).

 O
w

ing

 to

 the

 susp
ected

 d
iagnosis,

a

 m
olecular

 stud
y

 w
as

 p
erform

ed

 of

 the

 tissue

 em
b
ed

d
ed

in

 p
araffi

n;

 the

 stud
y

 confi
rm

ed

 clonal

 rearrangem
ent

 of
the

 T-cell

 recep
tor

 gam
m

a

 (T
C

R
G

)

 chain.

 T
hese

 fi
nd

ings
sup

p
ort

 the

 d
iagnosis

 of

 a

 lym
p
hoid

 tum
or

 (Fig.

 3).

 Tests
for

 infection

 w
ith

 hum
an

 im
m

unod
efi

ciency

 virus,

 syp
hilis,

and

 L
e
ish

m
a
n
ia

 w
ere

 negative.

 Lep
rosy

 w
as

 ruled

 out

 b
y

serologic

 stud
ies

 and

 lym
p
h

 nod
e

 asp
irates.

 C
ultures

 for
d
eep

 m
ycoses

 and

 m
ycob

acteria

 w
ere

 also

 negative.

 C
om

-
p
uted

 tom
ograp

hy

 of

 the

 chest

 and

 ab
d
om

en

 revealed

 no
ab

norm
alities.

 T
he

 stud
y

 of

 the

 b
one-m

arrow

 sam
p
le

 w
as

norm
al.
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CD2 CD3 CD4 CD7 CD8

Figure  2  Histopathology  images.  Immune  staining  with  hematoxylin---eosin  shows  a  hyperplasic  perifollicular  epidermis  with  infil-
tration of  the  follicular  epithelium  by numerous  lymphocytes,  some  of  which  are  atypical.  Immune  staining  and  immunophenotyping
of these  lymphocytes  shows  CD3+, with  partial  loss  of  CD2  and  CD7,  and  a  CD4:CD8  ratio  of  4:1.
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Figure  3  Evaluation  of  T-cell  receptor  gamma  chain  rearrangement  using  multiplex  polymerase  chain  reaction  (PCR).  Results
viewed in  6%  polyacrylamide  gel,  in accordance  with  BIOMED-2  protocols.  A,  T V�1-8  and  V�10  receptor  cells.  B,  TCR  V�9  and  V�1.
MW indicates  molecular  weight  marker;  1,  InVivoScribe  «0021»  positive  control;  2,  PCR  mix  and  molecular  biology  grade  water
instead of  DNA;  3, polyclonal  control  (pool  of  lymphocytes  from  healthy  patients);  and 4,  Patient  sample  showing  monoclonal
product of  approximately  200  nucleotides  from  the  T-cell  receptor  regions  V�9  and  V�11.

Follicular  or  folliculotropic  mycosis  fungoides  is  a  rare
variant  of  this  type  of  T-cell  cutaneous  lymphoma,  which
affects  the  hair  follicles  and generally  does  not affect
the  epidermis.1 The  World  Health  Organization  and  the
European  Organization  for  Research  and  Treatment  of Can-
cer  (WHO-EORTC)  consider  it to  be  a  variant  of  mycosis
fungoides.2 Folliculotropic  mycosis  fungoides  affects  the
head  and  neck  in  85%  of cases,  in the form  of  pruritic
follicular  papules,  acneiform  lesions,  or  cysts,  associ-
ated  with  alopecia,  and often  with  involvement  of  the
eyebrows.3 The  lesions  tend  to  be  local  and  generalized
forms  are  extremely  rare.4 The  manifestation  of  facies  leon-
ina  has  been  described  in folliculotropic  mycosis fungoides,
although  it  is  rare;  a 2015  systematic  review  found  only 24
patients  with  this  association.5 Ishibashi  et al.  reported  the
case  of  a  patient  who  also  had  a  severe  presentation  of
this  disease  with  facies  leonina,  images  of  which  are very
similar  to the  patient  described  by  us.6 The  folliculotropic
variant  tends  to  be more  aggressive  than  the plaque  phase
in  mycosis  fungoides  and  the  mortality  rate  is  similar  to  that
of  the  tumoral  phase.7 Folliculotropic  mycosis  fungoides  is
also  more  refractory.  Molecular  clonality  testing  can  be of

considerable  help  in determining  the  diagnosis  in  cases  such
as  this,  where  diagnosis  is  difficult.  The  test  can  be  per-
formed  on  samples  of skin,  lymph  node,  bone  marrow,  or
peripheral  blood.8 Detection  of  one  or  more  clones  does  not
necessarily  indicate  neoplasia  and  the test  results  should
therefore  be  assessed  together  with  the  clinical,  histologic,
and  immunophenotyping  findings.9

In conclusion,  we  report  the case  of  a  patient  with  fol-
liculotropic  mycosis  fungoides  confirmed  by  means  of  skin
biopsy,  immune  staining,  and  molecular  biology  study,  with
severe  and generalized  presentation  involving  more  than
90%  of  the body  surface  and  associated  with  facies  leonina.
The  skin  disease  led  to a bacterial  superinfection,  which
is  frequently  reported  with  this entity,  followed  by  sepsis
and  death  of  the  patient.  This  case  is  perhaps  one of  the
most  severe  and  aggressive  forms  of the disease  reported  to
date.
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Spontaneous Regression of
Medium-Sized Congenital
Melanocytic Nevi: Report of 3
New  Cases�

Regresión  espontánea de  tres  nevus
melanocíticos congénitos medianos

To  the  Editor:

Congenital  melanocytic  nevi  (CMN)  are  genetically  deter-
mined  benign  proliferations  of  cells  that  arise  from  the
neural  crest  and which  are present  from  birth  or  the  first
weeks  of  life.1---3 They  may  remain unchanged  or  present  a
dynamic  course.1,3 Regression  is  a  rare  process  that  causes
progressive  loss  of  pigment  and  may  occur  in different
ways.1---5 It  is  frequently  associated  with  the  formation  of
distant  achromic  lesions.2,4

Case 1

An  8-year-old  boy  was  examined  for  changes  in  CMN  lesions,
which  had  appeared  on  his  left  leg  3 years  earlier.  These

� Please cite this article as: Alperovich R, Fiandrino MJ, Asial
R, Boente MC.  Spontaneous Regression of Medium-Sized Congeni-
tal Melanocytic Nevi: Report of  3 New Cases. Actas Dermosifiliogr.
2019;110:414---416.

changes  began  with  a halo and subsequent  disappearance
of  pigment  on  the surface  and of  the  hair  covering  the
lesion.  At  the  same  time,  the patient  developed  distant
achromic  lesions  (in  the  region  of the right  iliac  fossa  and  in
the  occipital  region  of  the  scalp)  (Fig. 1A-C).  Topical  treat-
ment  was  instated  with  mometasone  furoate  for  3 weeks,
followed  by  tacrolimus  0.1%  ointment,  and  repigmentation
was  achieved  by  sectors  of both  the  nevus  (Fig.  1D) and
the distant  achromic  lesions,  though  without  changes  to  the
poliosis.

Case 2

A 5-year-old  girl  was  examined  due to  changes  in CMN
lesions,  which  had  appeared  a month  earlier.  Physical  exam-
ination  revealed  a  brown  lesion  measuring  9 ×  5  cm;  the
lesion  was  brown  with  a whitish  central  area,  a  corrugated
surface,  and  a  fibrous  appearance,  and  had  white  hairs  on
the surface  (Fig.  2A).  At  the same  time,  an achromic  macule
appeared  on  the upper  left  eyelid.  Treatment  was  instated
with  tacrolimus  0.03%  ointment  for  both  lesions.  The  patient
did not  return.

Case 3

A 5-year-old  girl  was  examined  due  to  progressive  depig-
mentation  of her CMN  lesions;  this  process  had  begun  with  a
halo and  gradual  reduction  of  the  pigment  on  the surface  of
the  halo.  At  the same  time,  the patient  developed  achromic
lesions  on  the  upper  eyelids.  In  the  following  years,  she
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