
significance of the complement deposits demon­
strated in the areas of amyloid fibrils of cutaneou!> 

lesions. 
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Abstran Lymphocytoto,ic autoan1ibody (LCT A) \\a, 
studied in 9 patients "i1h ac1i,e pemphigus and 19 pa­
tients with ac1ive �ystemic lupus erythemato�us (SLE). 
All patients with SLE showed high titres of LCTA hut 
only one pa1ient wilh pemphigus had LCTA. In this paper 
we dbcu�s the rmmunological �igniticance of LCT A and 
the dilTcrence in the incidcnce of LCT A betwcen pemphr­
gus and SLE. In addition we pre�enl the clinical fea1ure, 
of the ca�e with LCT A-pO�itive pemphigu� and sugge,1� 
1ha1 the presence of LCTA is due to the common vira! 
infection. 

Ke., w,ml,: L) mphocy1010,ic autoantibody; Pemphigu,. 
Systemic Lupus erythcmatosus 

In 1970 Tera,al.,,i et al. (10) reported the presence 
of lymphocytotoxic autoantibody (LCTA) in 1he 
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serum of pa1ien1s wi1h systemic lupu!, erythema­
tosu!> (SLE). Stastny & Ziff (9) demonstrated !hat 

LCT A was correlated with the degrec of clinical 

activity and �uggested that LCT A might offer an cx­
planation for the lymphopenia �o commonl} found 
in SLE patients. T cell specificity of LCT A in SLE 

wa!> demonslrnted (5) and Koike et al. (4) reportcd 
tha1 LCT A had the analogy of natura( 1hymocyto­
toxic autoantihodics appearing in New Zealand 
micc (8) and ,uggesled. furthermore. that LCT A in 
patient� wi1h SLE is re�pon,;ible for 1he ,electivc 

los� of certain functional T cell subsets inclucling 
supprei.sor T cells which arc clo.,ely related to auto­
antibody production and pla) a �ignificant rolc in 
the pathogencsis of SLE. Disturbance of suppre!>sor 
T cell, was abo reported in pcmphigm, (2) and wc 

therefore made a preliminary !>tudy of LCT A in 
pemphigus in order 10 elucidate the etiological 
analogy between SLE and pemphigus. 

MATERIALS AND METHODS 

Patil'llls and 1eru 
Sera from pa1icnts with SLE who ,atislied thc diagno,tic 
critcria of the American Rheumati;,m Associa1ion for SLE 
(I) "ere collected. Sera from 9 patients with pemphigu,.
whose diagnosb was established by I} pical clinical fea­
ture,. histological and immunopathological lindings and
the presence of circulating lgG or polyvalenl lg antibodie�
againM intercellular subslances, were also collected. The
numbers of patients with pemphigw, vulgaris and folliaceu�
wcrc 7 and 2. respectively, These patient� wcre all in lhe
active Mage. All sera obtained were ,torcd at -800C
until u�c.

Cells 
Periphcral blood lymphoc) tes (PBL) were i�olated from 5 
normal volumccr, with dilTering HLA b} Ficol!-Paquc 
(Pharn1acia. Swede.n) graient. 

Cytotoxic Je.Il 

The test for lymphocy101oxic autoantibody wa, per­
formcd by the modilied method of Shirai and Mellor, (8). 
Bric0y. a mixlure of 0.025 ml of PBL suspcn,ion (6x 10'/ 
ml) in RPM I medium �upplemen1ed with '.? '7c fetal calf
serum and 0.05 ml patient ,erum rn scrial dilution, "a�
incubated at 4°C for 30 minute�. Then thc mixture was
incubated agarn "ith 0.05 ml rabhit ,erum at concentra­
tion of I : 2 a� a complement source. Thi, rnbbit ,erum
wa� previously selectcd individually for low cytotoxicity
for human PBL. The trypan bluc c.Jye exclu,ion method
"a' employed 10 determrne lhe deac.J celb and alive cell,. 
Any ,crum that killed more than '.?0'1 of the cells in the 
test was gradcd positive. hecau,c the ,cm taken from 20 
normal controls killed le,, than 20'7c of the cell�. I hc 
cytoto,ic titre of the ,erum h!\ted wa, tabulated a, the 
reciprocal of the serum d1lution that produced more than 
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Fi,:. I. Lymphocy1O1oxic auroantibod) in pa11en1, with
pemph1gu, and ,y,temic lupu, er)themato,u,. µ, pemph1-
gus; SJ/;,, systemic lupu, erylhemato,u,. 

20% dcad cells. Tc,1 serum without complemcnt and 
complement wihrout test serum were alway'> employed a'> 
negative control�. To examine the i,ot)pe of LC'I A, pa-
11enl'1, ,erum wa, treated wirh 2-Mercaproethanol (2ME). 
0.2 M 2ME was mixed with an equal volume of patient 
,erum and incubated for 15 minure, al r''C follo"ed by 
4 hr at room temperature. and thcn d1al��ed in running 
iap wa1e1 for 2 hr, followed hy phosph,tte-buffercd saline 
,olution. pH 7.6. overnight. Following this 1re<1tmen1. the 
activity 1,a, lo:,t m all sample,. The,e re,uh'> ,ugge�ted 
1hat LCl .\ wa., lgM an1ihody. In ordc, IO 1e,1 whe1he1 
orher lymphocyto1oxic sern 1,uch as tho,e directed again,1 
HLA anugcns could possibly mnuencc lhe rcac11vity·. a 
compari,on of re.icti1it) of thc 1e�1 ,ample agam,t fi1c 
HLA-d1ffcren1 PBL. was made. No dif

f

ercnce m cy1010,,.ic 
1i1rc wa, noted. 

RESUl.fS 

\s sho11 n in Fig I. LCT A wa, found in all patienh 

v. ith active SLL hut in onl; one OLJl of 9 patients

with active pemphigus. The clinical featlll c, of a

ca,e of LCT A-po'>llive pcmphigu, are a, folio\\,
The patient, a 64-;car-old man. de\cloped cr)'thc­

matous and bullou, lcsion, 011 the chcek. che,t and
back regions in Sepcembe1 !97!l. Scal) erythcma­

lOlh le,wns dcveloped on thc face Muco,al lc,ion,

were ahscnt throughout the cour,c. No ahnormali­

lics in thc chest. abdomen or card10\ ,1,cula1 ,ystem
\\ere found. lmmunofluorc...cent tcchnique ,howed

A., ta DL1rma1oven<•r c.\tod:.lw/m) f>2 

lgG deposib in the intcrcellular ,ubstance of epi­

dermis by direct method and abo by circulating 

antibody again�l intercellular substances at a titrc 

of I : 40. 

The patient \\ as treated with oral cortico,teroid, 

and the lesions gradually improved. Routine blood 

examination di,closed no abnormalitie� and lym­
phopcnia was not found during the course. He de­

nied any past history of blood transfusion. Anti­

nuclear antibodie, were not demonstraled 1\hcn U'>· 

ing chickcn eryth1ocytes, Clithidial luciliac, and lip 

and live, of guinea pig a, substratcs. Although hi� 

clinical feature, \1ere ,imilar to those of pemphigu, 

erythematosw,. histolog1cal findings revcaled thc 

suprabasal hulla with acantholy,is. The Jiagnosis 

in this case was pemphigu,; vulga1 i, . 

DISCUSSION 

It is general!} accepted that all patient� with pem­

phigus have autoantibodics in thc sera which are 

dirccted againsl interccllular areas of stratificd 

,;quamou, epithclia. The mechanisms of thc produc­

tion of such autoantihodies arc not well known. 

Recentl; Hashimoto et al. (2) studied thc ConA­

induced suppn!,�or act,vity of peripheral blood 

lymphocytes in patients wiih pemphigus and 

,howed a significantl) low activit} of !>Uppressor 

cell!,. compared \\ 11h healthy indt\.1duab. Of special 
mtcres1 i, whethcr or not LCT A-mediated dysfunc­

tion of ,uppre,,or cell, i, pre,ent in pemphigu,. 

HO\H!vcr. our present study showed the incidence 

of LC! A in patient� wilh pemphigus 10 he vcry low. 

Hosokuwa et al. (3) al,o reported a �,milar low 

incidence of LCT A. Thi-, accumulating cvidencc 

indicate, thal thc mecha111sm� of di�turbance of 

,upprc,sor T cells in pernphigu,. if present. are dif­

fe1 en1 frnm tho,e m SU·-· 
LCTA is dcmon�trn1ed in infcctiou� diseases. 

autoimmune d1,ew,e,. malignancie, and ,o on. Of 

lhe'>e disease,. infect1ou, di�ea,c, are thc mo-.1 

common. Mottirnni & Ternsaki (7) repo1 ted the a,­

,ociation of I CT A with diseasc, of vira! 1nfection 

,uch a, mea,lc, ,md ruhclla. Mayer et al. (6) al,o 
demon,trnted thc pröence of LCT A in mump,. 
intlucn7a and herpes , i, u, infoc1ion. Bcaring in 

mind thcir imc,t1gation,. the pre,ence of LCT A m 

the pr c,cnt casc of pemphigu, nta} be a conse­
qucncc of a common I il al infection. by chance. due 

10 the ah,ence of anlr-nudear antibod�. I} mpho­

pen1a and malignanl di,ca,e, dunng the cour,c. 
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AbJtrm·r. A case of genital leukoderma syphiliticum was 
analysed subm,crospically. No treponema palhdum or­
ganism, could be detected intra• or extn,ccllularly in thc 
cpidermi, or in lhe dermis. The melanocyte, we,e only 
slightly reduced in numbcr and had mo�!ly normal out­
lincs. The mclanogencsis was impaired and small melano­
somes \1/ilh decreased deposition of melanin wcre moMly 
produced al the expen.e of normal melanin granules. A 
partial block in the melanin transfer mechanism scem, Lo 
be in evidence. As no direct de,tructive action of spiro­
chctes on thc melanocytes is ob,erved, an indirect effect 
is assumed, e.g. by a 1y1osinase inhibito1. 

Key wordJ: Lue,. Melanosomes; Pigmentation 

Leukoderma has been known ,incc ancient times a'> 
a classical syphilitic stigma. Nowadays thb sign is 

infrequently observed and occasional reports con­

ccrn uncommon localizations (6). Leukoderma 

syphiliticum (LS) develops during the re!>olution of 

a roseol or papular �yphili, and often persists 

throughoul life. The occurrence of treponema pal­

lidum in other. secondary lc'>ion, ,uch as ro!>eol. 
papules, and c..:ondylornu latu has long becn wcll 
known. The e,act localization in rhe variou, lesion, 

of the spirochetes intra- and extracellularly has re­

cently been cla%ified by electron mict o�copic i11-

vc,1iga1ions (4. 8. 9). However. in the ca,e, of LS. 
it is not known if treponema pallidum prodt1ces ib 

cffect upon thc rnclanocytes via a dc,tructive acrion 

01 by an inhibitory effect. To clarify thi�. clectron 

rnicroscopic analyses were pcrformcd in one casc of 

LS This case was thc first onc in a large material of 

,yphilitic patients ob\erved for many year, and is 

fu1 thermore unu,ual in its localization. 

MAIERIAL 

Th" pa1icn1 "a," 24--ycai old malc homo,cxu:il who prc­
,cmed asymptomallc macular h} popigmcntation, of pcni, 
and ,crotum (l--1g. lci. h). He wa, in good he,tlth anda 
routme ,crolog} check-up one ycar ago proved negative. 
'\narnne,11c data ind1cated that primary ,clero,i> pre­
ceded 1hc pigment changc, by '.! rnomh, 




