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Anti-CD20 monoclonal antibody (rituximab) in the
treatment of autoimmune diseases. Successful
result in refractory pemphigus vulgaris: report of a
case
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Pemphigus vulgaris is a potentially life-threatening
autoimmune blistering disease of the skin and mucous
membranes, characterized by flaccid bullae that rupture
and leave erosions and scars.1 Its treatment is challenging.
Although the use of systemic corticosteroids remains the
cornerstone of effective therapeutic regimens for PV, their
prolonged administration may lead to serious side effects.
It is therefore necessary for many patients to add immuno-
suppressive agents or use chemotherapy to achieve remis-
sion but sometimes any treatment is unsuccessful.2

Rituximab is a human-mouse chimeric monoclonal anti-
body which reacts specifically with the CD 20 antigen,
inducing marked and prolonged systemic B-cell depletion.

This effect leads to a strong reduction of antibody (and
auto-antibody) production and justify its use in B-cell non-
Hodgkin's lymphoma3 and some auto-immune diseases.4,5,6

M. M. a 53-year old female first showed cutaneous mani-
festantions of pemphigus vulgaris in 1992. After many
years of steroid treatment and pulsed doses of methotrex-
ate, the patient required 60 mg/day of methylprednisolone
and 100 mg /day of cyclophosphamide to obtain an unsat-

Figure 1. Many flaccid blisters, erupted bullae, erosions and hem-
orrhagic crusting of the thoracic skin .

Figure 2. Hemorrhagic erosions on the thighs.

Figure 3. Complete healing of skin lesions three months after therapy.



isfactory control of the disease (Figure 1 and Figure 2).
In June 2002 rituximab treatment at a scheduled dose

of 375 mg/ m2/week was started and completed in four
weeks. The treatment was well tolerated and no side
effects were observed. At the same time the previous
therapy was progressively reduced. Three months after
the end of the therapy we observed a complete healing
of cutaneous lesions (Figure 3. and Figure 4.). Cutaneous
complete remission still persists ten months after treat-
ment. Nobody has reported the duration of remission
and we could expect a longer one than in clonal lympho-
proliferative diseases such as NHL. This case confirms
that rituximab is appropriate, effective and safe in the
treatment of PV as recently reported.7,8 The considerable

cost limits its utilization to such particular conditions as
in the case described, when other immunosuppressive
regimens have failed or the disease is life-threatening.

L. Virgolini, V. Marzocchi
Correspondence; Virgolini Luigi,Dipartimento di Medicina, U.O.

Medicina 2, Azienda Ospedaliera Santa Maria degli Angeli ,
33170 Pordenone, Italy. Telephone +39 0434 399236; Fax +39

0434 399700

References
1. Fellner M, Spadin A. Current therapy of pemphigus vulgaris.
2. The Mount Sinai Journal of Medicine 2001;68:4-5.
3. Grundmann Kollmann M, Korting HC, Behrens S, Kaskel P,

Leiter U, Krahan G. Mycofenolate mofetil:a new therapeutic
option in the treatment of blistering autoimmune diseases. J
Am Acad. Dermatol 1999; 40:957-60. Boughton B.Rituximab
for BCL-2 positive cancers. Lancet Oncol 2003;4:69.

4. Papadaakis KA, Rosenbloom B, Targan SR . Anti CD-20
chimeric monoclonal antibody (rituximab) treatment of
immunomediated thrombocytopenia associated with Crohn's
disease. Gastroenterology 2003;124:583.

5. Zaja F, De Vita S, Mazzaro C, Sacco S, Damiani D, De Marchi
G, Michelutti A,et al.Efficacy and safety of rituximab in type
II mixed Cryoglobulinemia. Blood 2003; 30: in press.

6. Anolik JH,Campbell D, Felgar RE, Young F, Sanz I, Rosenblatt
J, Looney RJ. The relationship of Fc gamma RIIIa genotype to
degree of B cell depletion rituximab in the treatment of sys-
temic lupus erythematosus. Arthritis Rheum. 2003;48:455-59.

7. Salopek TG, Logsetty S , Tredget EE. Anti CD20 chimeric
monoclonal antibody (rituximab) for treatment of recalcitrant,
life threatening pemphygus vulgaris with implications in the
pathogenesis of the disorder. J Am Aced Dermatol
2002;47:785-8.

8. Hermann G, Heinemann N. Treatment of pemphigus vulgaris
with anti-CD20 monoclonal antibody (rituximab). Br J
Dermatol 2003; 148:602.

L. Virgolini et al.

| 114 | haematologica/the hematology journal | 2003; 88(online)

Figure 4. All lesions are re-epithelialized.


