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Problem s concern ing  th e  so -ca lled  “ collagen d iseases”  h av e  fo rm ed  th e  
si •bj ec t o f n u m ero u s congresses a n d  sym posia  d u rin g  re c e n t y ea rs  (S tockho lm  
1954, S trassb o u rg  1957, B u d ap est 1957, Cracow 1958, M oscow 1959, e tc .) . U n ­
fo rtu n a te ly  — in s te a d  o f d iscussing  th e  c lin ico -patho log ical sign ificance  o f th e  
synd ro m es in  q u e s t io n —, these  sc ien tific  m eetings m ore  or less co n fin ed  th e m ­
selves to  deb a tes  concern ing  th e  te rm s  to  be app lied  to  th ese  d iseases fa lling  in 
th e  above ca tego ry . T he te rm  “ co llagen  d isease”  seem s to  be  a m isnom er. I t  was 
K l e m p e r e r  him self, th e  in v e n to r  o f  th e  concep t, w ho a rriv ed  su b se q u e n tly  a t 
th e  conclusion th a t  w h a t ch a rac te rize s  th e  sy n d ro m es know n co llec tive ly  as 
collagen diseases is n o t so m uch a change o f th e  co llagenous fib res  as a p a ­
tho log ica l a lte ra tio n  o f  the  in te r f ib r il la r  g round  su b stan ce . I t  shou ld  be  no ted  
th a t  th e  m orbid  changes in  q u e s tio n  are fa r from  b e in g  uniform  e ith e r  q u a li­
ta tiv e ly  or q u a n tita tiv e ly . A lth o u g h  i t  is ch iefly  th e  change o f  f ib rin o id  w hich 
is reg a rd ed  as th e  p rin c ip a l fe a tu re  o f these  diseases, i t  m u st be  b o rn e  in m ind 
th a t  fib rino id  i ts e lf  is n o t a m orpho log ica lly  o r chem ically  un iform  su b stan ce .

W e th in k  t h a t  th e  clin ical use o f th is  nosological ca teg o ry  is  ju s tif ie d  
ch iefly  by  th e  fa c t  th a t  th e  p e r ta in in g  diseases fre q u e n tly  show  in te rm e d ia te  
fo rm s, th u s  c o n s titu tin g  tra n s it io n s  from  one to  th e  o th e r  m em b er o f th e  
g roup  (see T ab le  I ) , an d  fu r th e r  b y  th e  fac t th a t  th e  freq u en cy  o f th e ir  s im ul­
tan eo u s  occurrence in th e  sam e p a t ie n t  is g re a te r  th a n  th e  s ta tis t ic a l  p ro b a ­
b ility .

I t  has been  m en tioned  t h a t ,  in  th e  diseases a t  issue, th e  p a th o lo g ica l 
change in  th e  g ro u n d  su b stan ce  d isp lays q u a n ti ta t iv e  an d  q u a lita tiv e  d if­
ferences. W hile in  som e cases a n  accu m u la tio n  o f  m u copo lysaccharides is 
encoun tered , in  o th e rs  sclerosis o f  th e  connective  tissu e  or fib rino id  d eg en era tio n  
— p a rtic u la rly  in  th e  vessel w alls  — is observed . T h e  fu n d a m e n ta l p rob lem  
is th e  d e te rm in a tio n  o f th e  fa c to rs  responsib le  fo r th e  v a rious p h en o m en a  
ch arac teriz in g  h isto log ica lly  each  p a r tic u la r  p a th o lo g ica l p rocess, su ch  as th e  
a tro p h y  o f co llagenous tissue acco m p an ied  b y  th e  loss o f th e  e la stic  m a tte r  
in  one case, sclerosis o f th e  co n n ec tiv e  tissue in  a n o th e r , a c c u m u la tio n  o f 
m ucopro te ins in  a th ird , and  fib rin o id  in th e  vessel w alls in  a fo u r th  case.
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C erta in  facts are  a c tu a lly  availab le  fo r th e  in te rp re ta tio n  o f th e  various 
c h a n g e s  affecting th e  co n n e c tiv e  tissue. A  c e r ta in  co rre la tio n  is know n  to  
e x is t  be tw een  th e  m u co p o ly sacch a rid es  c o n ta in e d  in  th e  g ro u n d  sub stan ce , 
a n d  th e  sclerosis o f  t h e  co n n ec tiv e  tissu e . W y d r o f f , H i g i i b e r g e r  and  
B a n g a  an d  o thers o b se rv e d  th e  in co rp o ra tio n  o f  m uco ids in to  th e  collagenous 
f ib re s . These au th o rs  p e rfo rm e d  th e ir  ex p e rim en ts  on  tissu e  cu ltu re s , while 
R o m h a n y i  e t al. “ in  v iv o ”  ex p erim en ts  o b se rv ed  th e  g rad u a l in co rp o ra tio n

F ig . 1. Sclerom yxoedem a : accum ulation  of m ucoids in  the corium . Cresyl-violet stain

o f m u co id  in to  th e  co llag en o u s tissue  a fte r  in tra c u ta n e o u s  in je c tio n  in to  th e  
ta i l  o f  alb ino  ra ts . C lin ical o b se rv a tio n s  su p p lied  a d e q u a te  ev idence  to  show 
t h a t  th e  re la tionsh ip  b e tw e e n  m ucoids an d  co llagen  m a y  be d is tu rb e d  u n d er 
m o rb id  conditions. A good ex am p le  in  th is  re sp ec t is th e  pecu lia r derm ato log ica l 
p ro cess  te rm ed  sclerom yxoedem a. I t  was f irs t describ ed  b y  D u b r e u i l h  a t  th e  
b e g in n in g  of th e  c e n tu ry , a n d  a few  years la te r  b y  A r n d t . O f re c e n t, i t  was 
G o t t r o n , th en , — in  1956 — K e i n i n g  an d  B r a u n — F a lc o  w ho concerned  
th e m se lv e s  w ith  th is  sy n d ro m e . In  sc lerom yxoedem a th e  conversion  of 
m u c o id s  in to  sclerotic co llag en o u s tissue  is in h ib ite d . T here  are  g re a t am o u n ts  
o f  m u c o id  in  th e  co rium  w h ich  show s m e tach ro m asia  on s ta in in g  w ith  to lu id ine  
b lu e  a n d  cresyl v io le t (ac id  m u co p o lysaccharides, see F ig . 1), w hile  adv an ced  
f ib ro s is  o f  the  co nnective  tis su e  is also en co u n te red  (h y p e rtro p h y  an d  hom o­
g e n iz a tio n  of collagen).
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A sim ila r problem  is p re se n te d  b y  th e  association  o f sc le ro d e rm a  and  
a lte ra tio n s  suggestive o f d e rm a tit is  a tro p h ican s  or, again , b y  th e  sclero ­
d e rm ato u s  ap p earan ce  o f som e a rea s  in  d e rm a titis  a tro p h ican s p la q u e s . The 
o b se rv a tio n  o f  such in te rm e d ia te  form s or th e  s im u ltaneous a p p e a ra n c e  of 
tru e  sc leroderm a and  d e rm a tit is  a tro p h ican s  gives rise to  th e  q u e s tio n , w hy 
in itia l in flam m ato ry  a lte ra tio n s  are  follow ed b y  a sclerosis o f  co llagenous 
tissu e  in  som e areas, an d  b y  a tro p h y  w ith o u t sclerosis in  o th e r  reg io n s. I t  
shou ld  be n o te d  in  th is  c o n n ec tio n  th a t  c e rta in  cases of localized  sc le roderm a 
(m orphea) lead  likew ise to  a tro p h y . D erm ato lo g is ts  have  long b een  in te re s te d  
in  th e  concu rrence  o f these  tw o  — b o th  h isto log ica lly  and  clin ically  so d iffe ren t 
— processes. T he p rob lem  w as tre a te d  b y  O p p e n h e i m  as lo n g  ago as 
1910 and  1913, and  i t  w as ra ise d  ag a in  by  P a u t r i e r , w ho a t  th e  S tra ssb o u rg  
conference in  1929 rep o rted  to  h a v e  observed  scleroderm ic sy m p to m s  in  60 
p e r cen t of h is cases of d e rm a tit is  a tro p h ican s . I t  w as in  7 cases o f  sc le ro d erm a, 
o u t o f a to ta l  o f 42, th a t  we w ere  able to  en co u n te r th e  signs o f  d e rm a titis  
a tro p h ican s . T h e  pu b lica tio n s o f  th e  said  a u th o rs  gave rise to  a w id e-sp read  
discussion o f th e  problem  w h e th e r  th e  sc le roderm atous a lte ra tio n s  ob se rv ab le  
in  cases o f d e rm a titis  a tro p h ic a n s  w ere rea lly  in d ica tiv e  o f tru e  sc le ro d erm a. 
P a u t r i e r  inc lined  to  th is  v iew  : “ si nous d isons lesions sc leroderm ifo rm es, 
c ’est po u r in d iq u e r q u ’elles n ’o b é issen t pas à la  to p o g rap h ie  de la  sc leroderm ie  
en ban d es, de la  sclerodacty lie  o u  de la  scleroderm ie en p laques, m a is  ce n ’est 
pas q u ’une question  des m o ts , en  réa lité  c’est b ien  de la  sc le ro d erm ie  q u ’il 
s’a g it” . In  discussing th is  p ro b lem  we m u st b e a r  in  m ind  th a t  th e  vario u s 
m em bers o f  th e  scleroderm a g ro u p  d isp lay  ce rta in  h isto log ica l d ifferences. 
T h is view  seem s to  be co n firm ed  b y  G o t t r o n — S c h ö n f e l d ’s re c e n t te x tb o o k  
w hose c h a p te r  on sc leroderm a w as w ritte n  b y  K o r t i n g . T h e ev id en ce  fu r­
n ished  b y  o u r own h isto log ica l m a te ria l induces us to  accep t th is  v iew . In  
connection  w ith  a n u m b er o f cases o f  scleroderm a an d  d e rm a titis  a tro p h ic a n s , 
we u n d e rto o k  in v estig a tio n s w ith  a view  to  th ro w in g  lig h t on tra n s it io n a l 
s tru c tu re s  an d , in  p a r tic u la r , on  th e  co m b in a tio n  o f sclerosis w ith  th e  a tro p h y  
o f th e  conn ec tiv e  tissue.

Before describ ing th e se  in v es tig a tio n s  w e w ish to  deal b r ie f ly  w ith  the  
h is to m orpho logy  and  w ith  th e  h istogenesis o f  scleroderm a (or, m o re  co rrec tly , 
sc le ro p a th y  E m m erich). M ost o f  th e  au th o rs  (G o t t r o n  an d  his schoo l, L o n g h i , 
A l l e n , etc .) agree th a t ,  in  sc leroderm ic  processes, changes in  th e  conn ec tiv e  
tissu e  are p receded  b y  n e u ro v a sc u la r  a lte ra tio n s . W e agree w ith  J a b l o n s k a  
e t al. in  reg a rd in g  scleroderm ia  as a n eu ro tro p h ic  — or, m ore c o rre c tly , n eu ro ­
v ascu la r — process. T he co rrec tn ess  of th is  concep t s u b s ta n t ia te d  b y  the  
evidence o f  those  earlie r h is to lo g ica l (neurom orpho log ical : O r m e a , J o h n , 
Sz o d o r a y *) observations a n d  b y  cap illa rm icroscop ica l o b se rv a tio n s  w hich

* Szodoray  observed enhanced cholinesterase ac tiv ity  in the nerve fibres o f  the little  
blood vessels in  the sclerotic corium  (see F ig. No 2/b).
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Fig. 2/a Scleroderm a : typical thickening o f arteriolar walls 
F ig . 2/b  Cholinesterase a c t iv ity  (K olle-Friedenw ald’s tech n iq u e). N ote  nerve fibres running

to w a rd s the wall of blood vesse ls
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Avere m ad e  b y  B u g á r — M é s z á r o s  an d  la te r  b y  M a r a m a r o s i  an d  N a g y , an d  
in  h isto lo g ica l sections b y  L o n g h i  and  o th e rs  (F igs. 2a). T he c h ro n a x im c tr ic  
in v e s tig a tio n s  perfo rm ed  b y  J a b l o n s k a  e t al. also p o in t to  th e  im p o r ta n c e  
o f  n e u ra l fac to rs . A p a rt from  n e u ro v a sc u la r  ones we m u st, h o w ev er, ta k e  
also o th e r  p a th o g en ic  fac to rs  in to  a cco u n t, e. g. endocrine, a llerg ic  (au to - 
a llerg ic), e tc . fac to rs , as in d ica ted  also b y  th e  evidence of c e r ta in  c lin ica l 
o b se rv a tio n s  such  as th e  p rep o n d eran ce  o f  fem ale p a tie n ts  ; th e  a p p e a ra n c e  
o f  h y p erg am m ag lo b u lin aem ia  w hich is n o t in fre q u e n tly  associated  w ith  h y p o - 
p ro te in a e m ia  ; th e  increased level o f  hexosam ine in  the scrum  (Sz a b o l c s  an d  
T a n k ó ), p rem en stru a l ex ace rb a tio n  o f c u ta n e o u s  changes in  c e r ta in  cases, 
e tc . W e re fe r in  th is  connection  to  S u l z b e r g e r ’s s ta te m e n t co n cern in g  th e  
p a th o g en esis  o f sk in  diseases th a t  m an y  c u ta n e o u s  processes m ay  b e  re g a rd e d  
as exam ples o f th e  general ru le  accord ing  to  w hich  “ a disease w ill develop  
i f  sev e ra l p a th o g en ic  fac to rs  ex e rt a s im u ltan eo u s  action  on th e  tis su e s” . 
I t  is in  o u r op in ion  on th e  e x te n t to  w h ich  th e  various p a th o g en ic  fa c to rs  
becom e o p e ra tiv e  th a t  th e  clin ical an d  p a th o m o rp h o lo g ica l p ic tu re  o f  each  
in d iv id u a l case depends. W e are , th e re fo re , inclined  to  accep t P a u t r i e r ’s 
view  th a t  th e  m em bers o f th e  sc le ro d erm a g roup  are  h isto log ically  d iffe re n t 
from  one a n o th e r, an d  c a n n o t share  th e  v iew  — expressed  b y  W o r i n g e r  
a n d  L a u p i e r  a t  th e  conference o f S tra ssb o u rg  in  1957 — th a t  all th e  d iseases 
(a b o u t six) classified  u n d e r th e  h ead  o f  sc le roderm a show a com m on c h a ra c ­
te r is tic  h isto log ica l p ic tu re .

O f re c e n t, we u n d e rto o k  h is to ch em ica l in v es tig a tio n s  w ith  a v iew  to 
f in d in g  th e  reason  why th e  sclerosis o f co llagenous tissue is a sso c ia ted  w ith  
e la sto sis  in  som e, an d  w ith  a tre p h y  an d  th e  d es tru c tio n  of e las tic  tis su e  in 
o th e r  cases. T he d irec tion  o f o u r s tu d ies  w as b ased  on a s ta te m e n t m a d e  b y  
R e i c h  som e 8 years ago th a t  th e  o n se t o f  b o th  scleroderm a a n d  d e rm a tit is  
a tro p h ic a n s  w as ch a rac te rized  b y  an  in f la m m a to ry  process. In  th e  case of 
sc le ro d erm a , th is  in itia l phase  is follow ed b y  sclerosis due to  exoserosis . In  
th e  ease o f d e rm a titis , th e  in itia l in fla m m a tio n  h as  an  overw helm ing ly  ce llu la r 
c h a ra c te r  (c ircum scribed  m asses o f leu k o cy te s  an d  lym phocy tes) w h ich  is 
re a lly  responsib le  for the  fac t th a t  here  th e  in itia l phase is follow ed b y  a tro p h y  
o f co llagen  a n d  elasto lysis. P e riv a se u la rly  a rra n g e d  lym p h o cy tes  a n d  le u k o ­
c y te s  are  in d eed  well observab le  in  th e  u p p e r  la y e r  of th e  eo riu m  n o t only  
in  th e  in c ip ien t phase o f d e rm a titis  a tro p h ic a n s .

I n  th e  in v estig a tio n s we en d eav o u red  to  d em o n stra te  exoserosis  as 
p o s tu la te d  b y  R e ic h  b y  m eans o f H a i t i n g e r ’s fluorochrom e m e th o d . A fte r 
p re p a rin g  h isto log ica l sections from  fo u r cases o f  scleroderm a a n d  fo u r  cases 
o f  d e rm a tit is  a tro p h ican s , we s ta in e d  th e m  w ith  m ix tu res  o f  eu ch ry sen e , 
th ia z in e -red  an d  th io flav in e , an d  ex am in ed  th e m  u n d er th e  flu o rescen ce  
m icroscope. B row nish  d isco lo ra tio n  is re g a rd e d  b y  E p p i n g e r  an d  H a i t i n g e r  
as in d ic a tin g  th e  presence of se rum  in  th e  tissu es . In ta c t  ep id e rm is  show s
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o th e rw ise  a pale  b lu e , a n d  collagen tissu e  a g reen ish  fluorescence. A ll o f  o u r 
sec tio n s  o b ta in ed  fro m  th e  skin of sc le ro d e rm a to u s  p a tie n ts  show ed a m ore 
o r less diffuse, b ro w n ish  d isco lo ra tion  o f  th e  co riu m  (Fig. 3), w hile  all th e  
sec tio n s  o b ta in ed  fro m  th e  sk in  of th e  d e rm a tit is  cases show ed a w eak , g reen ish  
fluo rescence  o f th e  co n n ec tiv e  tissue (F ig . 4). Sections o b ta in ed  from, th e  
edge o f  sclero tic  a re a s  rev ea led  a m ark ed  b ro w n ish  colour also (F ig . 5).

O u r o b se rv a tio n s  su p p o r t th e  a ssu m p tio n  o f  W y d k o f f  and  H i g h b e r g e r , 
B a n g a  an d  R omhAn y i  t h a t  m u copro te in s t h a t  h av e  gained  access to  th e  
in te rc e llu la r  g ro u n d  su b s ta n c e  are in v o lved  in  th e  developm ent o f  sclerosis, 
a n d  to  confirm  a t  th e  sam e tim e  R e ic h ’s s ta te m e n t th a t  exoserosis occurs 
in  th e  in itia l s tag e  o f  sc le ro d erm al processes. T h e  m an n e r in  w hich p a th o lo g ica l 
m u co p ro te in s  fin d  th e i r  w ay  to  th e  co n n ec tiv e  tissue  is still u n e lu c id a te d . 
S cleroderm ic  v a sc u la r  processes are p o ssib ly  asso c ia ted  w ith  in c reased  p e r ­
m e a b ility  w hich m a y  fa c ilita te  th e  escape o f  m u co p ro te in s  from  th e  b lood  
s tre a m  in to  th e  tis su es .

I t  is only  to o  n a tu r a l  th a t  v ascu la r ch an g es , cha rac teris tic  o f  th e  in itia l 
in f la m m a to ry  p rocesses, m a y  be o f v a rio u s  deg rees and  d ifferen t ty p e s  an d  
th a t ,  co n seq u en tly , sclerosis can  be of a d iffe re n t degree in  each  p a r tic u la r  
case. T h e  fa c t th a t  c e llu la r  in filtra tio n s  a re  d iffe re n t in  d ifferen t cases w ould  
th e n  ex p la in  th e  re a so n  w h y  sclerosis is fo llow ed b y  elastosis in som e in s tan ces  
a n d  b y  a tro p h y  in  o th e rs . I t  is m oreover co n ce iv ab le  th a t  v a scu la r changes 
o f  d iffe re n t ty p es o ccu r in  d iffe ren t reg ions o f  th e  organism  of one an d  th e  
sam e  in d iv id u a l a n d  g ive  th u s  rise to  d iffe ren t ty p e s  o f cu taneous a lte ra tio n s .

Table I  m akes i t  e v id e n t th a t  th e  c o n cu rren ce  of d ifferen t p a th o lo g ica l 
p rocesses o f th e  co llagenosis group or th e  s im u lta n e o u s  ap p earan ce  o f  in te r ­
m e d ia te  form s, e. g. sc le roderm a and  m y x o e d e m a  (sclerom yxoedem a) or 
d e rm a to m y o s itis  an d  m y x o ed em a (d e rm ato m y x o m y o sitis )  are fa irly  f re q u e n t. 
(T he syn d ro m e te rm e d  “ localized  p a n a tro p h y ”  b y  Go w ers  and  B e t t l e y , 
in  w h ich  a tro p h y  ta k e s  a p red o m in an tly  v e r tic a l course, m igh t also be reg a rd ed  
as b e long ing  to  th is  c a teg o ry ).

W e propose to  p re s e n t, in th e  follow ing, th e  case records of th re e  p a tie n ts  
in  w hom  th e  ex istence  o f  in te rm e d ia te  form s a n d  th e  s im ultaneous occu rrence  
o f  d e rm a titis  a tro p h ic a n s  an d  scleroderm a cau sed  considerab le d ifficu lties  
in  d iagnosis , from  h is to lo g ica l p o in t o f v iew  also .

Case I. L. K ., fem ale , 56 years o f age, m enopause at th e  age o f 46 years, had noticed  
the f ir s t  cutaneous a lteration s in  1945 when she had  b ecom e aware o f num bness in the f in ­
gers ; th is  had been fo llow ed  b y  a bluish p igm entation  and th inning o f the skin o f the hand. 
Sim ilar sym ptom s had su b seq u en tly  developed on the low er extrem ities and had continuously  
spread over wider and w ider areas.

T he patient was adm itted  in  October 1958, w hen the skin o f both  her hands was blu ish and 
astrophied and similar d iffuse alterations were v isib le  on th e  skin o f the lower lim bs. L entil­
sized , yellow ish , round and indurated foci were seen around lesions. A histological analysis  
o f  th e  sections m ade from  th e  atrophied areas o f th e  sk in revealed advanced atrophy o f  the  
epiderm is and corium, as also a m arked dilatation o f  th e  capillaries in  the upper layer o f  th e  
corium , w ith  a m oderate ly m p h o c itic  infiltration. W e w ere surprised to find, in stead  o f  elas-



Fig. 3. Scleroderma: brownish coloration o f sclerosed area. Haitinger’s 
fluorochrome m ethod

F ig. 4. D erm atitis atrophicans: no brownish colour v isible. Haitinger’s 
fluorochrome m ethod

Fig. 5. Scleroderma (m orphoea guttata): brow nish coloration at the 
edge of the lesion. H aitinger’s fluorochrom e method
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F ig. 6. Case I. Lesions in d icative  o f derm atitis atrophicans. N ote well-preserved clastica! 
Fig. 7. Case II. E lasto lysis in the upper part o f  corium. Resorcin-fuchsin stain
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to ly s is , a marked relatíve h yp erp lasia  o f the elastica (F ig . 6 .), a phenm enon characteristic  
o f  scleroderm a. In the deeper la y er  o f the eorium there w ere arterioles w ith  th ickened walls, 
lik ew ise  a characteristic fea tu re  o f  scleroderma.

Case II . S. Sz., fem ale, 56 y ea rs o f  age, had becom e aw are o f  cutaneous changes 4 years 
b efore  adm ission ; bluish p ig m en ta tio n  and thinning o f th e  sk in o f the feet, the shank, thigh  
and  g lu tea l area. A few  round , m ild ly  yellow, indurated foci were observable on the skin  
o f  th e  trunk, some of w h ich  w ere surrounded by a m arginal hyperem ia, the so-called  
“ lila c -r in g ” characteristic o f  scleroderm a. All these lesions w ere diagnosed as ind icative  o f  
m orp h ea . Histological ex a m in a tio n  showed an atrophied epiderm is, a fla tten ed  papillary  
la y er  and  a lym phocytic in filtr a tio n  around the capillaries in  the upper part o f  the eorium. 
T he netw ork  of collagenous fib res in  the eorium was found to  be reduced, and the num ber 
o f  interfibrillar fibrocytes increased . Contrary to exp ecta tion , th e  upper part o f the eorium

F ig . 8 . Scleroderma on right arm  w ith  morphoea g u tta ta . D erm atitis atrophicans o f both  
elbow s and  th e  dorsal surface o f  b o th  hands

w a s d evo id  of elastic m atter (e la s to ly s is , Fig. 7), while its  rela tive  hypertrophy was seen in  
th e  d eeper layers. H istological a n a ly sis  o f the muscles show ed an  increased num ber o f sarco- 
lem m a l nuclei, as also a loss o f  m yofibrillar striation at several points (parenchym atous 
a ltera tio n s) ; the capillaries o f  th e  endom ysium  and perim ysium  were dilated in  som e places. 
L ab o ra to ry  tests : no p a th o log ica l changes in urine or b lood  ; erythrocyte sedim entation  
ra te  27 /50 per hour. There w a s no significant response to  treatm ent w ith  penicillin . After  
2 У2 m onth s Aralen treatm ent resu lted  in a considerable im provem ent of the cutaneous 
disorders. The case was considered  an interm ediate form  b etw een  derm atitis atrophicans and 
scleroderm a combined w ith  parenchym atous m yositis : scleroderm atom yositis com plicated
w ith  derm atitis atrophicans.

Case III .*  A. K ., m ale, 38  years o f  age, had noticed  th e  first cutaneous lesion in March, 
1958 , a yellow  pigm entation o f  th e  right shoulder w hich had  m ade him  v isit the ou tp atien t  
d ep a r tm en t of Miskolc H o sp ita l. There the tentative d iagnosis : derm atitis atrophicans was 
m a d e. H e  was adm itted to our d ep artm en t on January 19, 1959. There was a 5 cm w ide band­
sh a p ed , yellow  induration o f  th e  sk in , starting from th e  righ t scapula and running along 
th e  r ig h t upper arm ; it  w as in terru p ted  at the elbow by a palm -sized  atrophied patch  beyond

Published by L. Sz o d o r a y  in  the Derm. W ochenschr. 138. 653, 1959.
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w hich the sclerosed bundle continued along the exten sor surface o f the lower arm  righ t 
down to  the wrist. Several len til-sized , round, in som e place depressed, whitish and m arkedly  
indurated papules were scattered along the edges o f the sclerosed area. The skin show ed bluish  
pigm entation and was m arkedly thinned over the left elbow , a t  an area similar in  size to  th a t  
around the right elbow , as also on the dorsal surface o f  b o th  hands. Unilateral scleroderm a  
“ en bandes”  was d iagnosed on th e  right side, while the sym p tom s seen on the elbow s and the  
dorsal surface of the hands poin ted  to  sym m etrical derm atitis atrophicans (F ig . 8 .) .  A  round, 
penny-sized depigm ented area : v itiligo  occurred around th e  right eyebrow. N eurological 
and internal exam inations gave  negative  results. Since th e  scleroderm al lesions show ed a 
segm ental arrangem ent, corresponding to  the VH th and Y IH th  cervical segm ents, we m ade  
radiographs which show ed a fla tten in g  o f the cervical lordosis. Histological an a lysis  o f  the  
skin taken from around the elbow s revealed an atrophied epiderm is, a fla tten ed  papillary  
layer, lym phocytic in filtra tion  around the capillaries in  th e  upper part or the corium , and  
a reduction of elastic  fibres, all sym ptom s characteristic o f  derm atitis atrophicans. Sections 
prepared from  the skin o f  the righ t upper arm revealed th e  typ ica l features o f  scleroderm a : 
th inning o f the epiderm is and th ickening of the corium. The collagenous fibers were coalescent 
and hom ogenized ; th e  e lastic  fibres were preserved or show ed signs of elastolysis. A  thickening  
o f the arteriolar w alls (also a feature characteristic o f scleroderm a), moderate proliferation  
o f the intim a and increased e lastic  were also present.

T he case is a  good e x am p le  o f  th e  s im ultaneous o ccu rren ce  o f sc leroderm a “ en  b a n d e s” , 
m o rp h ea  g u t ta ta ,  d e rm a ti t is  a tro p h ic a n s  an d  v itiligo  ; i t  w as in  m an y  resp ec ts  s im ila r  to  
th e  case  p u b lished  b y  R ic h t e r , a n d  th o se  observed b y  J a b l o n s k a .

Summary

(I) Syndrom es, classified  in the group o f collagen d iseases, frequently appear in  form s 
th a t constitu te transitions from  one to the other m em ber o f  the group. This is  one o f  the  
reasons w hy it is ju stified  to  place them  in a separate nosological group.

(II) Such classification  is in  conform ity w ith the freq uent association o f scleroderm a  
and derm atitis atrophicans, a phenom enon which had g iv en  rise to  certain controversies in  
earlier literature.

(III) W hether in flam m ation  is followed by sclerosis or b y  atrophy depends, according  
to our exam inations b y  m eans o f  H aitinger’s fluorochrom e m ethod, on the character o f  the  
in itial inflam m atory process. I f  the inflam m ation is associated  w ith  cellular in filtration , the  
appearance of atrophy m ay  be expected , while sclerosis is to  be expected if  exu d ative  factors 
are prevailing in th e  in itia l inflam m atory process.
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СКЛЕРОДЕРМИЯ И ЧАСТИЧНАЯ АТРОФИЯ ЭЛАСТИЧЕСКОЙ ТКАНИ КОЖИ
(DERMATITIS ATROPHICANS)

Л .  С О Д О Р А И  и П . Д А Р О Ц И

1. Картины болезни, относимые в группу коллагеновых заболеваний, нередко 
показывают переходы. Наряду с прочими аргументами данное явление также объясняет 
их причисление в одну нозологическую группу.

2. На основе такой классификации становится понятным переплетение процессов 
склеродермии и частичной атрофии эластичной ткани кожи у одного и того же лица, что 
в прочем в прежней литературе было предметом обширных дискуссий.
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3. Авторы на основе проведенных исследований того мнения, что возникновение 
склероза или атрофии определяется характером начальных воспалительных измений. 
Поскольку для воспаления были характерны, главным образом, клеточные инфильт­
рации, то можно ожидать наступление атрофии. Если, однако, в воспалении играли роль 
также экссудативные факторы, то возникнет склероз. Данный тезис, повидимому, под­
крепляется также исследованиями авторов, проведенными флуорохромированием клеток 
по методу Хайтингера.

SKLERODERMIE UND DERMATITIS ATROPHICANS
L. SZODORAY und P . DARÓCZY

1. Die in die Gruppe der Kollagénén Erkrankungen gereihten Krankenheitsbilder 
zeigen häufig Übergänge. Neben anderen Argumenten ist ihre Einordnung in eine noso­
logische Gruppe auch durch diese Tatsache begründet.

2. Auf Grund dieser Klassifikation wird die Verflechtung der Prozesse von Sklero­
dermie und Dermatitis atrophicans bei ein und derselben Person, — welcher Umstand im 
übrigen Gegenstand ausgedehnter Diskussionen in der früheren Literatur bildete — ver­
ständlich.

3. An Hand ihrer Versuchsergebnisse sind Verfasser der Meinung, dass die Entstehung 
von Sklerose oder Atrophie durch den Charakter der einleitenden entzündlichen Veränderun­
gen bestimmt wird. Ist diese Entzündung hauptsächlich von zelliger Infiltration gekennzeichnet, 
so ist das Auftreten von Atrophie zu erwarten. Spielen dagegen in der Entzündung auch 
exsudative Faktoren eine Rolle, so wird Sklerose entstehen. Diese Thesen scheinen durch Un­
tersuchungen mittels der Haitingerschen Fluorchrom-Methode eine Bestätigung zu finden.

P ro f. L ajos SZODORAY ) 
D r . P á l D a r ó c zy  I

D ebrecen , 12. B ő rk lin ik a , H u n g a ry .
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