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F öldi et al. [1] observed  a  phenom 
enon  sim ilar to  pseudoxan thom a 
elasticum  on th e  skin  o f th e  neck of 
p atien ts  suffering from  lym phogenic 
encephalopathy  due to  a  failure of 
cervical lym ph flow.

These patients displayed a peculiar 
pattern on both sides of the neck 
which, sometimes symmetrically, ex
tended to the subclavicular area. It 
consisted of parallel, undulating or 
converging, slightly elevated ridges 
1 — 2 mm to several cm long, which 
ran an oblique course above the clavi
cles. Inspection under a magnifying 
glass showed them to be composed of 
linearly arranged rows of densely 
packed or sometimes discrete pinhead
sized or smaller acuminate follicles 
from bright yellow to a pale bluish 
red in colour. The course of the ridges 
did not conform to the plication of 
the skin nor did they run in the direc
tion in which the skin splits; their 
configuration was rather like that of 
the rows of elevated hair follicles 
which run obliquely downward on the

neck [2]. On rubbing, the ridges be
come darker and assume a bluish red 
or red colour, while the intact skin 
between them becomes lighter. The 
contrast between the reddened ridges 
and the interlying paler areas make 
the skin of the neck appear to be 
striped, although there are neither at
rophic nor scarred striae in this area. 
The cyanotic ridges become paler under 
pressure by a glass plate (Fig. 1).

Histological examination in some 
cases [1] revealed a destruction of the 
elastic fibres in the corium.

The phenomenon in question has 
been encountered in 85 % of the exam
ined cases of lymphogenic ence
phalopathy.

Sc h n e id e r  et al. [3] have shown 
that after ligature of cervical lymph 
vessels the cervical skin of dogs as
sumed a flagstone-like pattern. His
tology revealed extensive fragmenta
tion and destruction of the elastic 
fibres in the corium andthe appearance 
of intraadventitial gaps in the vascu
lar walls (Figs 2 to 5).
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F ig . 3. Cervical sk in  o f  d o g  a f t e r  liga tu re  o f cerv ica l ly m p h  vessels. 
N o te  f lag sto n e-lik e  p a tte rn

F ig . 4 . E x te n s iv e  destru c tio n  o f  e la s tic  f ib re s  in  th e  cerv ica l sk in  o f  dog  a f te r  b lo ck in g
o f  c e rv ica l ly m p h  flow

F ig . 2. Cervical sk in  o f  d o g  befo re  lig a tu re  of cerv ica l ly m p h  vessels
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F ig . 1. C h arac te ris tic  s tr ia t io n  a n d  fo ld ing  o f th e  cervical 
sk in  in  lym phogen ic  en cep h a lo p a th y
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The present study had the aim to 
determine on a large material the 
extent to which the destruction of 
elastic fibres was characteristic of the 
said phenomenon.

M a t e r i a l  a n d  M e t h o d

T en  p a tie n ts  su ffe ring  fro m  ly m p h o 
genic en c e p h a lo p a th y  a n d  d isp lay in g  th e  
p se u d o x a n th o m a  e lastioum -like  ph en o m 
enon  a n d  te n  co n tro ls  w ere stu d ied . F ro m  
th e ir  ce rv ica l sk in  a  specim en  w as excised, 
s ta in ed  w ith  reso rc in -fuchsin  fo r e lastic  
fib res, a n d  ex am ined .

R e s u l t s

The corium showed a fragmentation 
of elastic fibres in eight of the ten 
patients and in five out of ten control 
cases (Fig. 6). The chi-square test as 
modified by Y a t e s  showed the dif
ference to be significant statistically 
(p <  5%). While the formation of 
intraadventitial gaps was observed 
in three cases of lymphogenic ence
phalopathy, no such phenomenon oc
curred in the controls (Fig. 7).

D i s c u s s i o n

Striation and specific ridge pattern 
on the neck are characteristic con
comitants of lymphogenic encephalo
pathy. They have to be distinguished 
from the initial form of pseudoxan
thoma elasticum, a distinction diffi
cult even for skilled dermatologists. 
Pseudoxanthoma elasticum common
ly affects both sides of the neck and 
often begins with hardly perceptible

manifestations. Small yellowish white 
papules may develop which slightly 
emerge from the skin; if discrete, the 
papules may resemble localized cutane
ous lesions as found in lymphogenic 
encephalopathy. At a later stage, the 
diffuse infiltration, atrophy and even
tual haemorrhages already ensure the 
diagnosis.

What the above described skin 
pattern resembles perhaps most close
ly is the condition called cutis punc
tata linearis colli or stippled skin [4]. 
In this disease, pinhead-sized or larger 
yellowish white, hypertrophic seba
ceous glands in parallel, sometimes 
irregular or undulatory, rows, appear 
mostly on the neck, the nape, the 
upper part of the chest or on the 
shoulders. The skin around the glands 
is bright red or brownish, cyanosed. 
If these phenomena occur after pro
longed corticosteroid or testosterone 
treatment, they may be accompanied 
by the so-called steroid acne. The 
histological picture is characterized by 
atrophy of the epithelium and con
nective tissue and by enlarged seba
ceous glands. Interruption of testo
sterone or cotricosteroid treatment is 
usually followed by a disappearance 
of the change. The condition may be 
elicited also by intensive sunbathing; 
in this case the picture is termed eryth- 
rosis interfollicularis colli ( L e d e r ).

The cervical lymph nodes collect 
lymph from the cervical skin, from 
the eyes and the brain, and it is this 
anatomical arrangement which ex
plains why striation and the charac
teristic ridges of the cervical skin are 
such a frequent symptom of lympho-
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Fig . 5. F o rm a tio n  o f  in tra a d v e n tit ia l  gaps in  b lood  vessels o f th e  cervical sk in  o f  dog  
a f te r  b lock ing  o f cerv ica l ly m p h  flow

F ig . 6. F ra g m e n ta t io n  o f  e las tic  fib res in m idd le  la y e r  o f  th e  corium . C erv ica l sk in  o f 
p a tie n t suffering  from  lym phogen ic  en cep h a lo p a th y

F i g . 7 .  In t ra a d v e n t i t ia l  gap  in  blood vessels o f  ce rv ica l sk in  of p a tie n t su ffe rin g  from
lym phogen ic  en c e p h a lo p a th y
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F ig . 8. C ervical ly m p h  node  (centre) w h ic h  co llec ts ly m p h  from  b ra in  (above), from  
W ald e y e r’s tonsilla r r in g  (left) and  from  sk in  (right)

Fig . 9. In f la m m a tio n  in  th e  a rea  of W a ld e y e r’s to n s illa r  ring  had  led to  c e rv ica l lym ph- 
a d e n o p a th y . A fte r b lock ing  o f  cerebral ly m p h  flow  b y  a  th ro m b u s in  th e  ly m p h  vessel 
a t  i ts  op en in g  in to  th e  ly m p h  node, ce reb ra l o ed em a  an d  hydrocephalus h a v e  developed .

N ote o e d e m a  o f  skin

A d a  P a e c lia tr ic a  A c a d e m ia e  S c ie n tia ru m  H tin g a r ic a e  9 ,  196 8
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T a b l e  I

O to -rh in o  - laryngeal in f la m m a tio n

D evelopm ent o f cervical No cerv ica l lym phadenopathy
lym phadenopathy is formed

1 1
D rainage of lym ph 

from  skin is 
im paired

Drainage of lym ph 
from brain is 

im paired

Drainage of lym ph from  
both  skin and  brain  

is im paired

i ’ '

Lesion of 
skin

Lymphogenic
encephalopathy

Lesion of the skin 
and lym phogenic 
encephalopathy

genic encephalopathy (Figs 8, 9,
Table I).

S u m m a r y

Striation and a peculiar ridge pat
tern of the skin of the neck have been

observed as a characteristic feature 
of lymphogenic encephalopathy. His
tological examination revealed de
struction of the elastic fibres and the 
occasional appearance of intraadven- 
titial gaps.
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