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ABSTRACT

Objective: To study the different clinical, pathological and immunophenotypic features in patients
of Mycosis fungoides presenting to Civil Hospital Karachi.

Methods: A case series consisting of 10 patients was conducted at the Dermatology department of
Civil Hospital Karachi, from January 2013 to December 2016.A Performa was used after written
consent from the patients and the head of the department to record the history, physical examination
and laboratory findings.

Results: Out of the 10 patients, 3 had stage I1B, 3 had stage 11, 1 patient evolved from stage I11 to
IV and 3 had stage 1V disease, 2 patients were in erythrodermic stage, while 1 evolved from the
erythrodermic stage to the tumor stage. 3 patients showed psoriasiform appearance, 3 showed tumor
d emblee stage, while only 1 patient revealed poikilodermatous appearance. Male to female ratio was
5:1. Histopathol ogical and immunophenotypic markers were consistent with those of mycosis fungoides.
Five patients were previously treated as eczema or psoriases.

Conclusion: Knowledge about the varied presentations of mycosis fungoides would lead to better
understanding, and help us with the diagnostic challenges in our population
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INTRODUCTION

Mycosis Fungoides is the most common variant of
primary cutaneous T-cell lymphoma, that is primarily
atumor of skin *. Sezary syndrome is the aggressive
form of mycosis fungoides. It has an indolent clinical
course and males are affected twice as commonly as
females 2. The clinical manifestations of mycosis
fungoides is variable  with most of the cases being
treated as eczema, psoriasis and other dermatosis for
months or years by the general practitioners before
they develop the typical lesions or are referred to a
consultant dermatologist for further evaluation and
management *. It is seen in all skin types; however,
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the presentation is different in dark-colored skin as
compared to the white population. Here, we are
presenting the various clinical manifestations and
pathological findings exhibited in 10 patients from
Karachi, Pakistan. All of these patients presented to
the Department of Dermatology, Civil Hospital Karachi
from Jan 2013 to Dec 2016. Out of the 10 patients, 5
were initially treated as eczema or psoriasis for a
couple of years and later on referred with the suspicion
of MF. Hence, accurate diagnosis of this condition
remains challenging and depends on thorough clinical
examination by the experts and confirmed by
histologica and immunohistochemistry(IHC) findings™.

Data regarding the status of this condition in Pakistan
is insufficient. To date, there is no detailed
clinicopathological study or published literature on
MF in adults from Pakistan. The following study will
help in enhancing our knowledge regarding the variable
clinical and histopathological presentations of MF in
our population, hence improving the diagnostic and
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management challenges.

METHODS

A total of 10 cases are being reported in this study
conducted at the Department of Dermatology, Civil
Hospital Karachi, Pakistan, from January 2013 to
December 2016. After collecting the detailed history,
patients were thoroughly examined by the
dermatologist and internist, investigated with full
blood count, biochemical testing, peripheral smear,
x-ray chest, ultrasound abdomen and computed
tomographic scans of the chest and abdomen. A 4mm
punch biopsy of the skin was carried out on all the
patients after taking an informed consent. Skin sections
were examined for histopathology and
immunohistochemistry. Lymph node biopsy was
performed where required. Staging was carried out
according to the TNM classification ’. The
demographic features, clinical presentations and
pathological changes were assessed.

RESULTS

Clinical Fedures:

A total of 10 patients were included in this case series.
Table 1 summarizes the demographic and clinical
characteristics of the patients.

Table 1. Clinical and demographic characteristics of
patients with mycosis fungoides (MF)

AGE ATONSET, INITIAL  |CLINICAL STAGE AT
PATIENT]| /DIAGNOSIS | GENDER|DIAGNOSIS FEATURES DIAGNOSIS

1 50/75 M |Psoriases |ETYthematous m
scaly plagues

Erythematous
scaly plagues,
some horse-shoe
shaped. Palpable
axillary lymph
nodes.

Annular and
horseshoe shaped Iib
plagues
Erythrodermic 111 evolved
to tumor stage to |V
Erythroderma 1
and palmoplantar
hyperkeratosis
Erythroderma I
poikiloderma,
acquired icthyiosis,
alopecia, madarosis
Nodulo-ulcerated
lesions. Tumor
demblee.Palpable ||V
axillary lymph nodes.
Nodulo-ulcerated
lesions. Tumor
Cutaneogs d emblee.Axillary
Leshmaniaseslymph nodes palpable]
Multiple nodules

and popular eruptions
Tumor demblee,, |y
Axillary lymph
nodes palpable

2 30/42 M |Psoriases I1b

3 52/54 F  |Psoriases

4 2032 M [MF

5 55/74 M [MF

6 27135 M Psoriases

7 62/80 F |MF I

8 45/55 M Eczema

9 50/50 M

10 50/70 M [MF

Disease onset was in the fifth decade in 7/10 patients.
The duration between the onset of the disease and
confirmed diagnosis was more than a decade (in 8
out 10 patients).

Five patients had lymph node involvement. Four had
pal pable axillary lymphadenopathy while patient seven
had subcentimeter thoracolumber lymph nodes,
confirmed on radiological imaging.

Histopethology and Immunohistochemistry: Biopsy
results of all of the patients showed common findings
with afew variations.

Common features included a dense dermal
lymphocytic infiltrate with sheets of atypical lymphoid
cells showing irregular hyperchromatic to vesicular,
convoluted or cerebriform nuclei. Epidermotropism
was seen in five patients, whereas classical Pautrier’'s
microabscess was seen in none of the patients. TCR
gene analysis could not be done dueto non-availability.
Table? reveal s the immunophenotypic characteristics.

Table 2. Immunophenotypic of patient lesions

PATIENT

NO: | CD3 | CD5 |CD45RO |CD20 CD7% EPIDERMOTROPISM|
1 |Diffusaly +/+ - - - NO
2 |Diffusely +- . - . YES
3 |Diffusy |- - - - YES
4 |Diffusely +{Diffusely +- - - YES
5 |Diffusely+ |Diffusely 4- Diffusely + Focally + NO
6  |Diffusely +|+ + + + YES
7 |Diffusdly ++ +in background cells| - NO
8 |Diffusely +- - - - YES
9 |Diffusdy |- + - - NO
10 |Diffusely +|Diffusely + Diffusely +|+ in background cells| + in background cellSNO

DISCUSSION

The mean age of patients at the time of diagnosis
included in our study was 55.7 years. Thiswas similar
to the study of 552 patients of Primary Cutaneous
Lymphomas by Regina et a® In alarge cohort of
study of 1502 patients of MF/SS, the mean ages of
the study population was 54 years’. There was male
preponderance of 5:1 in our study which was close
to the gender predisposition seen in a study conducted
at Singapore of 131 patients with mycosis fungoides®.
MF isaslowly progressing tumor. In the majority of
our patients (8 out of 10), the duration from onset of
disease was about 12 to 20 years. Thiswas similar to
the study done by Dummer™ in 2002 in which the
duration between onset and diagnosis was also long.
Most of the patients>80% presented at an older age
and <20% in the younger age group. If we consider
distant metastasis, 5 of our patients presented with
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lymph node involvement, however, other organ
involvement was not present in any patient. Other

of Dermatology. 2002;47(6):914-8.

relevant investigations including complete blood Eim Y"I*?'TULU HL’t Mraz-?ernhar? g'zgarsth&tep". "
count,liver and renal function test, ultrasonographic Ooppe Y ong- em dogetzzomeo b Pa '?ﬂ .ch'
dies and computed tomographic scans were within MyCOSIS 1UNGOICES ant Sezary yncrome: ¢ Inic
stu P prognostic factors and risk for disease progression.
the normal range. Archives of dermatology. 2003:139(7):857-66.
Histopathological examination in our patients showed 6. YamashitaT, Abbade LPF, Marques MEA, Marques
characteristic features of mycosis fungoides, though SA. Mycosis fungoides and Sézary syndrome: clinical,
the classic Pautrier microabsecess was not seen in histopathological and immunohistochemical review
any of the patients. Thiswas also the case in a study zg)wofl3 Lljp;(fl%e. Anaisbrasileiros de dermatologia. 2012;87(
of MF- associated follicular mucinosis in young ' '
patients by Brian Jet al **. 7. BunnP, Lamberg S. Report of the committee on staging
and classification of cutaneous T-cell lymphomas.
Immunohistochemistry results were also consistent Cancer treatment reports. 1979;63(4):725-8.
with those of mycosis fungoides.
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other common dermatological conditions. The features observed in alarge group of patients. Blood.
knowledge of this rare disease entity and its variable 2002;99(3):800-5.
presentation is crucial especially in developing _ .
countrieslike ourswheredelay inreferral andtimely 9 égaf I\/INSI,: Wedge\goéttfglEysgflch;?n St Mitchel |dTJ,
diagnosis commonly adds to the patient’s morbidity. OXM, Ferrera S, el al. surviva oulcomes an
« y P Y prognostic factors in mycosis fungoides/Sézary
syndrome: validation of the revised International
REFERENCES Society for Cutaneous Lymphomas/European
Organisation for Research an(_:l Treatment of Cancer
1. WLWillemzeR, Kerl H, Sterry W, Berti E, Cerroni éaﬁ'.zggg?gog' Journal of clinical oncology.2010.28
L, Chimenti S, et al. EORTC classification for primary ' '
cutaneous lymphomas:. aproposal from the Cutaneous 10. Tan EST. Tana MBY. Tan SH. Retrospective 5-vear
Lymphoma Study Group of the European Organization . review o;‘ 13lgpati ent’s with m.ycosi s?ﬂngoi des gnd
g(ggl;%sgalr(:géazd7'll'reatment of Cancer. Blood. Sézary syndrome seen at the National Skin Centre,
90(1):354-71. Singapore. Australasian journal of dermatology. 2006;
2. Lori nczAL. Cutaneous T-cell lymphoma (mycosis 47(4):248-52.
fungoides). The Lancet. 1996;347(9005):871-6. 11. Dummer R, Kamarashev J, Kempf W, Héffner AC,
. . . Hess-Schmid M, Burg G. Junctional CD8+ cutaneous
3. NikolaouV, Papadavid E, K;tmpbisdA,hStrang(_)sA, lymphomas with nonaggressive clinical behavior: a
MarinosL., Anagnostou D, et dl. Clinical characteristics CD8+ variant of mycosis fungoides? Archives of
and course of CD8+ cytotoxic variant of mycosis dermatology. 2002:138(2):199-203
fungoides: a case series of seven patients. British ' ' ' '
Journal of Dermatology. 2009;161(4):826-30. 15 Njckoloff BJ, Wood C. Benign Idiopathic versus
. . . Mycosis-Fungoides-Associated Follicular Mucinosis.
4. Zackheim HS, McCamont TH. Mycosis fungoides: o (21907
the great imitator. Journal of the American Academy Pediatric dermatology. 1985;2(3):201-6.
+ + +

Journal of the Dow University of Health Sciences Karachi 2017, Vol. 11 (3): 103-105 105



