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In  1925 M oschowitz [13] rep o rted  a case o f acu te  febrile  pleiochrom ic 
anaem ia  in  w hich ex tensive  hyaline  throm bosis o f th e  a rterio les and capillaries 
occurred . M oschowitz considered th e  condition  to  be  an  up  to  th en  un k n o w n  
haem ato logic disease. Baehr, K lem perer and  S ch ijrin  p o in ted  ou t th a t  th ro m ­
bocy topen ic  p u rp u ra  was also a characteristic  sy m p to m  o f th e  disease [3]. T h e  
te rm  th ro m b itic  th ro m bocy topen ic  p u rp u ra  was sugg ested  b y  Singer and al. [19]. 
T o  d a te , 36 cases have  been  pub lished  under v a rio u s  nam es. M ostly y o u n g  
w om en are affected  b y  th e  disease w hich is fre q u e n tly  p receded  b y  a c a ta r rh  
o f  th e  upper re sp ira to ry  t r a c t .  A t th e  onset, w eakness, fever and pains in  th e  
jo in ts  appear, to  be follow ed la te r  b y  splenom egaly, h aem oly tic  anaem ia w ith  
jau n d ice , th ro m b o cy to p en ia , leucocytosis, th a n  focal sym ptom s in  th e  h e a r t ,  
k idneys, an d  m ain ly  in  th e  nervous system . T he d isease canno t be in flu en ced  
a n d  ends fa ta lly  in  2 to  8 w eeks. As for the  a n a to m ic  changes, th e  d isease is 
m ark ed  b y  throm bosis in  th e  arterio les and  capillaries o f  all organs. The th ro m b i 
h av e  been regarded  ever since th e  f irs t pub lica tions as consisting of p la te le ts . 
In  H ungary , no such case has been repo rted  up  to  th e  p resen t.

Report o f Cases

Case 1. A w om an aged 28 was ad m itted  to  an o b s te tr ic a l d e p artm en t for a b n o rm a l m en ­
s tru a l  bleedings on N ovem ber 29, 1949. The b leed ing  co u ld  n o t  be contro lled  by  c u re tta g e . 
H isto log ic  ex am in atio n  of th e  cu re tte d  m ate ria l did n o t  re v ea l p regnancy , nor was a n y  a b n o r­
m a li ty  o f th e  u te ru s  found . A fter cu re ttag e  headache on th e  r ig h t  side occurred on th e  fo u rth , 
paresis o f th e  facial nerve  and  of th e  le ft arm  on the  f i f th  d ay . A t th e  same tim e th e  p a tie n t  
com plained  of c rib b lin g  sensations in  her en tire  left side , an d  she ran  a tem p era tu re . A  te n ­
ta tiv e  diagnosis o f sep ticaem ia was m ade and the  p a tie n t  re fe rred  to a m edical d e p a r tm e n t 
fo r ex am ination . T here  she rem ain ed  for some hours o n ly . H e r  tem p era tu re  was 38° C, the  
blood pressure 140/80 m m  H g, she had  nausea, vom ited , an d  com plained  of b lu rred  v ision . In 
th e  nervous system  no paresis o r pa thologic  reflexes w ere fou n d . T he knee je rk  w as s lig h tly  
increased  and  th e  p u p ils reac ted  som ew hat w eakly to  l ig h t. Because of the persisting  b leed in g  
from  th e  u teru s and  th e  increasing  anaem ia, the  p a tie n t  w as fo rw arded  to the  d e p a r tm e n t o f 
gynaecology o f th e  hosp ita l for suspicion of a septic  a b o rtio n . T h is was on the  9 th  d a y  of t h e

*On th e  basis of two lec tu res  held  before the Section  o f P a th o lo g y  of the  M ed ical-H ygien ic  
T rad e  U nion, on A p ril 22, 1953.
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d isease . T hen  she ra n  a te m p e ra tu re s  o f 37° to  39°, she had in tensive  h ead ach es and , la te r  dis­
tu rb e d  sensorium . A p a r t  from  the  b leed ing , no  a b n o rm a lity  was fo u n d  in  th e  g en ita l organs. 
T h e  b lood  counts rev ea led  1 600 000 e ry th ro c y te s , 4200 w hite cells, o u t o f  w h ich  45 per cen t 
w e re  lym phocytes, 34 pe r cen t p o ly m o rp h o n u c lea rs , 15 per cent s tab s, 5 p e r  c e n t m onocytes, 
a n d  1 p e r cent eosinophils. She was g iven  a tran sfu s io n  of group 0 b lood , p e n ic ill in , and card iac  
d ru g s . S ubsequently  she becam e unconscious, developed  h eart fa ilu re  an d  d ied  on th e  13th d a y  
o f  th e  disease. T he te n ta tiv e  diagnosis w as sep ticaem ia  (?), haem o rrh ag ic  en d o m etritis , and  
a c u te  h e a r t  fa ilu re .

A t  autopsy, an aem ia  w as found  w ith  n u m ero u s petechiae in  th e  m y o ca rd iu m , th e  su b ­
e n d o ca rd ia l tissue, th e  subm ucosa o f th e  s to m ach  an d  th e  bowels. T he sp leen  w eighed 200 g, 
i t  w as b lu ish  red , soft, non-pulpous, w ith  w ell v is ib le  follicles on th e  c u t  surface . In  the  o th er 
o rg a n s  no change cou ld  be  seen w ith  th e  n ak ed  eye. T he endom etrium  w as s l ig h tly  haem orrhagic . 
T h e  p a ram e triu m  w as in ta c t  on b o th  sides. T he b ra in  exh ib ited  anaem ia  a n d  oedem a. Two th ird s  
o f  th e  fem ur co n ta ined  a  red  bone m arrow .

Histology u n ex p ec ted ly  rev ea led  th ro m b i in  n e a rly  a ll th e  sm all vessels o f  p rac tica lly  
e v e ry  organ , especially  th e  m y ocard ium , a d ren a l co rtex , m edu lla  o b lo n g ata , a n d  k idneys. In  th e  
m y o ca rd iu m , n o t in fre q u e n tly  8 to  10 sm a ll th ro m b i were p resen t p e r  v isu a l f ie ld  (Fig. 1). 
S tr ik in g ly ,  none of th e  th ro m b i h ad  given rise  to  com p le te  obstruction  of th e  vessel. Betw een th e  
th ro m b u s  an d  the  w a ll th e re  a lw ays rem a in ed  a  th in  space, in  w hich in ta c t  co rp u scu la r  e lem ents 
w e re  p re sen t. The s tru c tu re s  o f th e  th ro m b i v a r ie d . I n  th e  m ajo rity , signs o f  o rg a n isa tio n  occurred, 
th e  hom ogeneous substance  co n ta in in g  f ib ro b la s ts  a n d , on the  surface opposite  th e  lum en, endo­
th e l ia l  cells (Fig. 2). H ere  and  th e re  th ro m b i co n sis tin g  of loose filam en to u s f ib r in  a n d  p la te le t­
l ik e  g ra n u le s  were found  w ith o u t th e  signs o f o rg an isa tio n  (Fig. 3). The c a lib re  o f  th e  throm bo- 
sized  vessels corresponded m o stly  to  p re c a p illa ry  a rte rio les . The vessel w a ll,  how ever, was of a 
d if fe re n t  s tru c tu re , th e re  be ing  no , o r a t  m o st a  v e ry  th in  lay e r of sm ooth m u sc le . W h ere  a th ro m ­
b u s  a d h e re d  to  the  vessel w a ll th e  la t te r  becam e hom ogeneous, n ea rly  co n flu e n t w ith  th e  th ro m ­
b u s .  A ro u n d  the  th rom bosized  vessels some h aem o rrh ag es  occurred. F in a lly , e x ten siv e  throm bosis 
w a s  p re se n t in  the  zona g lom eru losa  o f th e  a d re n a l co rtex  (Fig. 4).

T hese phenom ena suggested  th a t  th ro m b o sis  a ffec ted  vessels w hich h a d  p re v io u s ly  u n d e r­
go n e  a  m o rb id  change. N o hyalinosis or o th e r p a th o lo g ic  a lte ra tio n  w as fo u n d  in  th e  w all o f 
vesse ls  u n o b tu ra te d  by  a th ro m b u s. A tten tio n  sh o u ld  b e  ca lled  to  th e  fa c t t h a t  v a sc u la r  changes 
w e re  fo u n d  on ly  in  th e  p a ren ch y m a  of th e  o rg an s, w hereas th e ir  capsule a n d  e n v iro n m en t were 
u n a ffe c te d . N evertheless, th e  paren ch y m a suffered  b u t  s lig h t lesions, p ro b a b ly  due  to  the  fa c t 
t h a t  th e  o b tu ra tio n  was inco m p le te .

S im ila r , b u t  less severe a lte ra tio n s  th a n  th o se  o f th e  m yocardium  an d  th e  ad ren a l glands 
c o u ld  b e  observed in  th e  k id n ey s in  w hich th e  a ffe re n t a rte rio les were p a r tly  f i l le d  w ith  recent 
o r o rg a n iz ed  th rom bi. Several throm bosized  vessels w ere  seen in  the  m ed u lla  o b lo n g a ta , especially  
in  th e  n u c le u s  o livaris, w hereas in  o th er p a r ts  o f  th e  b ra in  (p a rie ta l co rtex , h y p o th a lam u s), 
f u r th e r  in  th e  liv e r , sp leen , and  th e  an te rio r  p i tu i ta r y ,  no  th rom bi were found . T h e  bone  m arrow  
c o n ta in e d  m an y  m egakaryocy tes w hich w ere b e lie v ed  to  be a sign of in c reased  th rom bocy te  
d e s t ru c t io n  and  subsequent reg en eratio n .

Case 2. A 33 years o ld  w om an was a d m itte d  to  th e  3rd D ep t, o f M edicine  o f B u dapest 
M e d ica l U n iv ersity , on M ay 21, 1952. P r io r  to  th is , th e  p a tie n t  had  been t r e a te d  in  th e  D ep t, 
o f  S u rg e ry  fo r a  frac tu re  o f th e  r ig h t tib ia . T he f ra c tu re  h a d  healed  w ithou t co m p lica tio n s b u t  th en  
th e  p a t i e n t  developed fever and  anaem ia, w herefore  she w as transferred  to  th e  M edical D e p a rt­
m e n t .  I t  w as revea led  in  th e  h is to ry  th a t  for sev era l m o n th s  she had  fe lt w eak  an d  tire d , and 
u n w e ll  w h e n  w alk ing  or w ork ing . H e r te m p e ra tu re  h a d  n o t  been tak en  before th e  acc id en t b u t 
d u r in g  h e r  s ta y  a t  the  D ep t, o f  Surgery  she h ad  te m p e ra tu re s  up  to  38,5° C. A t  p re se n t she ran  
s im ila r  tem p e ra tu re s . The b lood  p ressure  was 110/80 m m  H g , the  u rine  was n o rm al. B lood counts 
re v e a le d  1 900 000 ery th ro cy tes , 39 p e r cen t h aem o g lo b in , 8400 w hite cells, 6000 p la te le ts . The 
d if fe re n tia l  co u n t showed some im m atu re  form s a n d  a  few  norm oblasts. The re tic u lo c y te  count 
w as 4 ,2  p e r  100 cells, th e  sed im en ta tio n  ra te  120 m m  p e r  h our, the  b leed ing  to m e  28 m in . 30 
secs ; co ag u la tio n  tim e 7 m in . 50 secs ; re tra c tio n  o f  th e  p la te le ts  did n o t ta k e  p lace  even  after 
24 h o u rs . T h e  s te rn a l bone m arro w  w as rich  in  cells , w ith  increased ery thropoiesis an d  m yelo- 
p o iesis , a  considerab le  sh ift to  th e  le ft, and to x ic  g ra n u la tio n  in  the  m yelo id  e lem en ts . M any 
m e g a k a ry o c y te s  and m ark ed  in h ib itio n  of th e  m a tu ra t io n  process were observed . T h ere  was 
a c o n sid e rab le  num erical increase  in  lym pho id  and  p la sm a c e llu la r  re ticu lum  cells. T he l iv e r  reach ­
ed  tw o  f in g e rb re a d th s  below  th e  co sta l arch. T he sp leen  w as ju s t  p a lp ab le , i ts  u p p e r  po le  was, 
in  th e  m id -a x illa ry  line , in th e  8 th  in te rco s ta l space. On adm ission the  p a tie n t  w as jau n d iced . 
D u r in g  h e r  s ta y  a  g rad u al d e te rio ra tio n  of th e  g en era l cond ition  ensued, and  th e n  su d d en ly  a 
d is tu rb e d  s ta te  w ith  psychic an d  m o to r restlessness o c cu rred . She had  choreiform  a n d  a th e to tic  
m o tio n s . T h e  low er ex trem itie s  d isp lay ed  signs o f a  p y ra m id a l lesion w hich su b seq u en tly  ceased, 
o n ly  to  r e a p p e a r  again. L a te r , haem orrhages ap p ea red  on th e  sk in  and th e  m ucous m em branes.
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Fig. 1. T in y  p a rie ta l th rom bi in  m o st o f th e  p recap illa ry  a rte rio les of the  m y o card iu m . P a rtia l  
obstruction  of th e  lu m in a . Case 1. H aem .-Eos. s ta in . X90 

Fig. 2. Throm bosized arterio le  in  th e  m yocard ium . A t its  a tta c h m e n t th e  s tru c tu re  o f  th e  vessel 
w a ll has d isappeared  and fused w ith  th e  throm bus. T here  a re  f ib ro b la s ts  in  th e  th ro m b u s  and  

endothelia l cells on i ts  surface. Case 1. H aem .-E os. X360 
F ig. 3. E a r ly , loosely woven g ra n u la r  th rom bus in m yocard ia l a rte rio les. I t  adheres to  a  th ick e r 

p a r t  of the vessel w a ll. No en d o th e lia l covering. Case 1. H aem .-Eos. X 360 
F ig . 4. N um erous throm bosized a rte rio le s  in  the  zona glom erulosa o f the  ad renal co rtex . Case 1.

Azan. X72
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H aem orrhag ic  s trip es w e re  seen on the  eye fu n d i, e sp ecia lly  a ro u n d  th e  p a p illae . M enstruation  
w as unusually  copious. W ith  tim e the  jau n d ice  becam e m ore in tensive . Serum  b iliru b in  was 8,9 
m g  p e r 100 m l, g iv in g  a n  in d ire c t  reaction . P r io r  to  d e a th , R BC was 1 400 000, w ith  30 pe r cen t 
haem oglob in , 12 600 W B C , 5000 p la te le ts . In  th e  la s t  days ap a th ia , s tu p o r , an d  a  negativ istic  
psych ic  sta te  developed , a lte rn a tin g  w ith  deep lo ss o f consciousness, m o to r  restlessness, and 
hyperkinesis. T h e  p a tie n t  d ie d  on May 31, 1952.

A t necropsy, m a rk e d  jau n d ice  was p re se n t a n d  ex tensive  h aem o rrh ag es w ere  found over 
th e  w hole body, on th e  m u co sa  o f the trach ea , s to m ac h , bow els, below  th e  epi- a n d  endocardium . 
T h e re  was fa tty  d e g en e ra tio n  in  the  m yocard ium . T h e  spleen  w as en la rg ed , soft, pu lpous : th e  
l iv e r  enlarged, fa tty ,  sa ffro n  coloured, icteric . T h e  k id n ey s  w ere yellow ish  brow n, soft. T here w as 
a  sm a ll apple-sized h a e m a to m a  in  D ouglas’ c a v ity  a n d  some blood  in  th e  r ig h t  F a llo p ian  tu be. 
T h e  m eninges w ere h y p e ra e m ic , th e ir in te rspace  co n ta in ed  b lood on th e  co nvex ity . The b ra in  
w a s  also hyperaem ic b u t  no  change was seen in  i ts  su b stan ce . In  th e  low er th ird  o f th e  r ig h t t ib ia  
a  healed  transverse f ra c tu re  w as found. R ed bone m arro w  w as p re sen t in  th e  sh a ft bones.

Histology. In  th e  s te m  g an g lia  some cap illa rie s  w ere o b tu ra ted  b y  hom ogeneous th rom bi 
s ta in in g  red  w ith  eosin. T h e  en do the lium  was sw ollen , p ro life ra tin g , in v ad in g  in  som e places the  
th ro m b i (Fig. 5). T h e  s t ru c tu re  o f the spleen w as in d is tin c t,  th e  p u lp  fu l l  o f ery th rocy tes. T he 
l iv e r  showed c en tr ilo b u la r  f a t t y  degeneration, a cc u m u la tio n  of b ile  p ig m en t, an d  e a rly  necrosis 
■of th e  liver cells. In  m a n y  p lac es  the  sm all b ran ch es o f th e  h ep atic  a r te ry  an d  th e  cap illaries 
d isp lay e d  aneurysm like d i la ta t io n s  filled  w ith  th ro m b i (F ig . 6). In  th e  v ascu la r  w alls deposition 
o f  a  hy a lin e  m ass w as seen . T h is  deposition h a d  a p p a re n tly  g iven rise  to  dehiscences th rough  
w h ic h  th e  hyaline  su b s tan ce  h a d  entered  in to  th e  p e riv a sc u la r  connective  tissue . In  some areas 
th e  h y a lin e  substance w as un co v ered  by  endo the lium  a n d  lay  free w ith in  th e  lu m en  and  becam e 
co v ered  by a th rom bus. I n  th e  k idneys the e p ith e liu m  o f th e  p ro x im al convo lu ted  tu b u le s  showed 
sev ere  degeneration tu rn in g  in to  necrosis. In  th e  lu m in a  of th e  tu b u le s , b ile  p ig m en t and  ery th ro ­
c y te  casts were p resen t. M ost a rte rio le s  and c ap illa rie s  co n ta in ed  th rom bi. A t m an y  sites p ro life r­
a tio n  of the  endothelium  h a d  s ta r te d  w ithout th rom bosis an d  led  to  th e  o b stru c tio n  o f th e  lum en. 
A ro u n d  the  vessels f ib ro b la s ts , an d  in  some areas g ra n u lo m a  fo rm ation  w ere seen. In  p a r t  of th e  
a r te r io le s  no th rom bi w ere  p re sen t. Their w all w as, how ever, th ickened  b y  h y a lin e  (Fig. 7, 8). 
S o m e  vessels underw en t c o m p le te  destruction  w h ereb y  th e  h y a lin e  m ass p a r t ly  fo rm ing  the  w all 
b ecam e  released in to  th e  su rro u n d in g  tissues. In  som e g lo m eru li th ro m b i w ere p re sen t, w hile in  
o th e rs  th e  basal m em b ran e  w as th ickened, or p ro life ra tio n  of th e  en d o th e liu m  an d  of th e  epi­
th e l iu m  in  Bowm an’s c ap su le  w as observed. Some g lo m eru li have  been rep laced  b y  granulom a. 
T h e  g lom eru lar changes w ere  n o t  diffuse and th e  iu x ta m e d u lla ry  g lom eru li w ere m a in ly  involved. 
T h e  bone m arrow  e x h ib ited  m y e lo id  m etap lasia, h y p e raem ia , and  haem orrhages.

D iscussion

I t  is clear from  th e  ab o v e  case reports  t h a t  th e ir  m orphology  corresponded 
To th e  syndrom e described  b y  Moschowitz a n d  o th e rs . The sam e w as show n b y  th e  
c lin ica l course. F inal ev id en ce  has, how ever, b een  gained only  from  histology. 
H y alinosis  of the  sm all vessels in  various o rg an s, th e  consequentia l e a rly  and  or­
g an ized  throm bi, th e  haem o rrh ag es and th e  few  sm all aneurysm s, w ere com m on 
fe a tu re s  in  earlier cases. T h e  m orphologic signs described  allow som e conclusions 
as to  th e  pathogenesis a n d  th e  pathom echan ism  o f th e  syndrom e. T he value of 
th e  observations is ch ie fly  d u e  to  the fact t h a t  we h ad  th e  o p p o rtu n ity  to  exam ­
in e , a n d  com pare, th e  a c u te  form  of th e  d isease resu ltin g  in  d e a th  w ith in  two 
w eeks w ith  a chronic case la s tin g  for about tw o  m o n th s . In  th is  w ay  th e  m orpho­
log ic  changes could be  t ra c e d  from  the  onset to  th e ir  fina l developm ent.

T he prim ary  h isto log ic  change consists, in  o u r opinion, in  a deposition  of a 
h y a lin e  substance in  th e  in tim a  of the  arterio les, on  w hich th e  subendothelial 
a rg y ro p h ilic  m em brane rem a in s  in itially  p rese rv ed . I t  follows th a t  th e  change 
o b se rv ed  is a p rim ary  lesion  o f  the  vessel an d  n o t  a h ern ia ted  th ro m b u s. Sub-
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F ig . 5. Two ad jacen t cap illa rie s  in  th e  b ra in . O bstruc tion  of th e  lu m in a  by  hom ogeneous th rom bi. 
Sw ollen , p ro life ra ting  en do the lium . The hom ogeneous sub stan ce  is p resen t also ou tside  th e  vessel.

Case 2. H aem .-Eos. X 400
Fig. 6 . A neurysm -like d ila ta tio n  of a hepatic  a rte rio le . L oosely woven th ro m b u s w ith  two 

leucocytes in  th e  lum en. T he la t te r  is a n a rro w  gap. H aem .-Eos. X 400 
F ig . 7. Two ren al a rte rio les. No th rom bi. The lum en o f one o f th em  is com ple te ly  o b stru c ted  by  

p ro liferating  en d o th e liu m . In  the  o th er necrosis o f th e  w all. H aem .-Eos. X 400 
F ig . 8. The w all o f th e  a ffe ren t a rterio le  n e x t to th e  g lom eru lus is hom ogeneously thickened. 
A round  the  vessel a g ranu lom a consisting of p ro life ra tin g  endo the lia l cells an d  fib rob lasts.

H aem .-E os. X 100

3  Acta Morphologica IV/4.
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sequen tly , the  process ex ten d s  tow ards th e  lum en , th e  en d o th e liu m  undergoes 
d es tru c tio n  and  a  th ro m b u s  is form ed. A ccording to  th e  find ings in  Case 1, th e  
e a r ly  th rom bus is m ade u p  o f a g ranu lar substance , p ro b ab ly  p la te le ts  adhering 
to  each  other, as i t  h as  b een  s ta te d  by  som e au th o rs  [4, 6, 8 ,1 0 ] on  th e  basis o f 
th e  stru c tu re , th e  h istochem ical and  s ta in in g  reactions. The g ra n u la r  s tru c tu re  
so o n  disappears a n d  th e  th ro m b u s becom es hom ogeneous. This is w h y  th e  la tte r  
fo rm  is the one fa r  m ore freq u en tly  observed  an d  w hy th e  orig inal s tru c tu re  of 
th e  th rom bus is s till be in g  deba ted . A llen  [1] believes th a t  th e  th ro m b i consist 
o f  c lo tted  plasm a. O n th e  basis of our observations th e  original op in ion , according 
to  w h ich  the  th ro m b i are  m ade up  of p la te le ts , should be ad o p ted . W ith  tim e 
th e  hom ogeneous th ro m b u s  undergoes o rg an isa tio n , its  surface becom es covered 
w ith  an  endothelial lay e r. Follow ing d estru c tio n  o f th e  in te rn a l e lastic  m em brane 
th e  hyaline m ass m a y  in v a d e  th e  ou te r lay ers  of th e  vessel, th e  vessel wall 
b u r s ts  and  haem orrhage ensues. The diseased sec tion  o f th e  vessel w all becom es 
fre q u e n tly  d ila ted  like a n  aneurysm . In  o u r second p a tie n t th e  aneurysm s 
o c cu rred  a t the  a rte rio -cap illa ry  ju n c tio n , as i t  has been d em o n stra ted  by  
O rbison  [15] by  m eans o f  p la s tic  reconstruc tion  o f  th e  vessel. T he necrosis of th e  
v esse l w all is accom panied  b y  p ro liferation  o f  th e  su rround ing  fib ro b la s ts  and  
th u s  a perivascular g ran u lo m a  contain ing  no in flam m ato ry  elem ents is form ed. 
A s a  ru le , the  o b stru c tio n  o f  th e  arterio les is, like in  our cases, incom plete  : 
necrosis  o f the  p a ren ch y m a is, therefore , a ra re  incidence.

A s m entioned above, th e  m orphology of o u r cases supports  th e  v iew  th a t  
th e  v a scu la r  changes are  th e  p rim ary  ones. T his view  is su p p o rted  b y  th e  fac t 
t h a t ,  in  our Case 2, vessel w all d estruc tion  o ccu rred  a t several p laces in  th e  
k id n e y s  w ithou t th ro m bosis, an d  fu rth e r th a t  th e  swelling and p ro life ra tio n  o f 
th e  en d o the lium  gave rise to  fo rm atio n  of a g ranulom a-like s tru c tu re . T here is 
a  c e r ta in  sim ilarity  b e tw een  th e se  vessel changes an d  th e  lesions o f th e  glom eruli 
in  a c u te  focal nephritis . T he m in u te  th ro m b u s in  b o th  diseases fo rm ed  a t  th e  
s ite  o f  a n  endothelial lesion, in  a d ila ted  cap illa ry . T he process is th e n  followed 
b y  p e ricap illa ry  haem orrhages, respectively  h aem a tu ria .

I n  a con trast w ith  o u r v iew  regard ing  th e  vessel lesions as p rim a ry  changes, 
m a n y  au th o rs  contend th a t  pa tho log ica l c lo ttin g  is th e  essential fa c to r  o f th e  
d isease [7 ]. According to  th is , increased  ag g lu tin a tio n  of th e  p la te le ts  w ould  be 
th e  p r im a ry  phenom enon, follow ed b y  secondary  changes of th e  vessel w all in  
th e  v ic in ity  of the th ro m b u s . N one of our observa tions gives an y  su p p o rt to  
th is  p resu m p tio n . The severe anaem ia  of th e  p a tie n ts , th e ir  m ild jau n d ice , and  
th e  h y p e rp la s tic  bone m arro w , have  been re fe rred  to  as argum ents b y  several 
a u th o rs . In  our opinion, th e se  phenom ena are o f to x ic  origin, p ro b ab ly  due to  
th e  sa m e  agen t as th e  changes o f  th e  vessel wall. T h ere  is little  evidence th a t  th e  
n u m e ric a l decrease of th e  p la te le ts  is due to  m u ltip le  th ro m b u s fo rm atio n . 
On th e  o th e r  hand, th e  la ck  o f  a n tith ro m b in  a c tiv ity  associated  w ith  norm al 
th ro m b in  a c tiv ity  m ay  also re su lt in  th rom bosis. In  o u r cases, and  also in  those
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re p o rte d  in  th e  lite ra tu re , th e  b leed ing  tim e and th e  tim e  o f clot re tra c tio n  w ere 
considerab ly , th e  c lo tting  tim e  sligh tly , prolonged.

Gitloiv and  Goldmark [9] p o in ted  ou t as early  as in  1933 th a t  th e  sy n d ro m e  
u n d e r discussion should be lis ted  w ith  d issem inated  lupus e ry th e m a to d e s , 
L ib m a n —Sacks’ syndrom e, an d  p e ria rte riitis  nodosa. P resen tly , it  is g ro u p ed  
w ith  th e  so-called collagen diseases [20 ,21]. In  d ifferen tia l diagnosis, f i r s t  o f  all 
lupus e ry them atodes an d  L ib m a n —Sacks’ syndrom e should  be d is tin g u ish ed  
from  M oschow itz’ syndrom e, anaem ia , th rom b o cy to p en ia , p u rp u ra , a n d  ren a l 
changes being com m on fea tu res  in  all of th e  th ree  conditions. In  lu p u s  e ry ­
th em a to d es  th ere  is, how ever, leucopenia , the  glom eruli ex h ib it th e  c h a ra c te r is tic  
w ire-loop sym ptom , and , beside th e  arterio les, th e  sm all arteries are also in v o lv ed . 
S im ilar arterio -cap illa ry  th rom boses occur in  rick e tts ia l diseases, e spec ia lly  in  
epidem ic ty p h u s [23,] b u t th ese  m ay  be recognized on th e  basis o f th e  p e r i­
vascu la r in flam m ato ry  in filtra tio n  an d  the serologic te s ts . Some resem blance  
m a y  be found  w ith  p e ria rte riitis  nodosa, especially  w ith  regard  to  th e  clin ical 
course, th e  m orphological p a t te rn  an d  a few fea tu res  o f th e  pathogenesis . S till, 
th e  fa c t th a t  th e  hyalinosis a n d  necrosis of th e  arterio les, observed b y  us in  
collagen disease and  rh eu m ato id  a rth r itis  [17], do n o t resu lt in  th ro m b o sis ,su g g ests  
th a t  in  th e  pathom echan ism  o f th e  vessel changes occurring in  M oschow itz’ 
syndrom e factors also o th e r th a n  those  h ith e rto  recognized m ight p la y  a role. 
Again th e  resu lt of Orbison [16] should  be q u o ted , w ho induced in  dogs diffuse 
a rte rio la r  necrosis a tte n d e d  b y  sym ptom s o f m alig n an t h y p e rten s io n  an d  
o b serv ed  th e  fo rm ation  o f p a rie ta l th rom bi a t th e  places of necrosis , like 
in  M oschow itz’ syndrom e.

T he clinical sym ptom s o f th e  syndrom e depend  on th e  loca liza tion  o f  th e  
vessel changes. This is again  a com m on fea tu re  of M oschow itz’ sy n d ro m e  and  
p e ria rte riitis  nodosa. In  th e  opinion of m any  a u th o rs , changes in  th e  m y o card iu m  
an d  in  th e  cen tra l nervous system  p lay  a decisive p a r t . In  our Case 1 th e  severe 
th rom bosis of th e  arterio les o f th e  adrenal co rtex  deserves all th e  m ore a tte n tio n , 
since th is  localization  has n o t been  m entioned b y  o th e r au tho rs. W e be lieve  th a t  
th is  change has p layed  a p ro m in en t role in th e  developm ent of th e  clin ical p ic tu re  
an d  th e  fa ta l outcom e. In  our Case 2 the  m ost severe changes o ccu rred  in  th e  
k idneys, like in  o ther generalized  diseases of b lood vessels. I t  was s tr ik in g  th a t  th e  
ju x tem ed u lla ry  glom eruli w ere m ain ly  affected . W ith  regard  to  th e  g ran u lo m as 
a ro u n d  th e  afferent arterio les an d  th e  g lom erulitis observed a t th e  cortico- 
m ed u lla ry  border, th e  role o f allergic factors w as also tak en  in to  co n sid e ra tio n .

As to  th e  aetio logy o f th e  syndrom e, a lm ost no th ing  has b een  lea rn ed . 
I t  has been assum ed th a t ,  like in  collagen diseases, th e  changes a re  d u e  to  an 
unknow n exogenous or endogenous toxic agen t o r th a t  th e y  are p ro d u ced  b y  an 
allergic m echanism . In  th e  h is to ry  of the  pub lished  cases h y p e rse n s itiv ity  reac­
tio n s , d rug  allergy, or su b acu te  glom erulonephritis had  freq u en tly  occurred  
[10, 14]. S im ilar vessel changes associated w ith  th rom bocy topen ia  a n d  ag g lu tin a ­
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t io n  of the p la te le ts  o ccu r in  pepton  schock  and  anaphy lax is an d  w ith  
S ch w artzm an ’s p h en o m en o n . This w ould  sp e a k  for an  allergic-hyperergic 
o rig in . In  our cases, how ever, not one single fac t was found  to  clarify  th e  
ae tio logy  of M oschow itz’ syndrom e, b y  som e allergic m echanism  or b y  any  
o th e r  approach.

Sum m ary

Two cases are re p o rte d  in  w hich  generalized a rte rio lo -c ap illa ry  throm bosis associated  w ith  
fe v e r , haem olytic an aem ia , th rom bopén ie  p u rp u ra , a n d  nervous sym ptom s occurred . One of 
th e m  took  an acute, th e  o th e r  a  chronic course. T he m o rp h o lo g y  of th e  syndrom e is discussed in 
d e ta i l .  The degenerative n e c ro tiz in g  changes of th e  sm a ll  a rte rie s  are h e ld  to  be  p rim ary , the  
th ro m b o sis  is considered seco n d ary . The syndrom e is lis te d  w ith  th e  generalized  necrotizing 
d iseases of blood vessels a n d  i ts  re la tio n s to collagen d iseases is po in ted  ou t. T he m o st strik ing  
c h an g es  occurred in  th e  h e a r t  a n d  th e  adrenal g lands o f P a t ie n t  l ,a n d  in  th e  k idneys of P a tie n t 2. 
T h e se  changes m igh t h av e  p la y e d  a role in the d ev e lo p m en t o f th e  c lin ica l sym ptom s. As to the  
ae tio lo g y , nothing could be  le a rn e d  in  either of th e  cases. U nknow n tox ic  agen ts a n d  th e  chang­
e d  re a c tiv ity  of the  o rgan ism  m a y  have taken  p a r t  in  th e  developm ent of th e  sym ptom s.
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ТРОМБОТИЗИРУЮЩАЯ ТРОМБОПЕНИЧЕСКАЯ ПУРПУРА 
(СИНДРОМ МОШОВИЦА)

Б. Раднаи, Л. Такач-Надь, И. Сигети и П. Эндеш 

Р е з ю м е

Авторы описывают острый, или же затянувшийся случай двух генерализирован­
ных артериолокапиллярных тромбозов, сопровожденных лихорадкой, гемолотической 
анемией, тромбопенической пурпурой и симптомами в нервной системе. Подробно описы­
ваются морфологические особенности, среди которых авторы считают первичным дегене- 
ративно-некротизирующее изменение мелких кровеносных сосудов, в то время как тром­
бозы рассматриваются вторичным заболеванием. Авторы относят вышеприведенные про­
цессы к генерализированным некротизирующим болезням кровеносных сосудов и указы­
вают на родственные черты с т.н. коллагенным заболеваниям. В первом случае изменения 
показались выраженнее всего в надпочечниках и в сердце, а во втором случае в почках. 
Этим изменениям следует придавать большое значение и при оформлении картины бо­
лезни. Этиологию не удалось ни в одном случае выяснить. По всей вероятности при воз­
никновении изменений играют роль неизвестное токсическое повреждение и измененная 
реактивная способность организма.
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