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In te rm i t ten t  a c u te  p o rp h y r ia ,  po rp h y r ia  variegata  an d  
acqu ired  po rp h y ria  a re  all du e  to d is tu rbed  p o rp h y r in  func
tion in the liver a n d  they have been g ro u p ed  toge ther  as the 
hepat ic  porphyrias .  T h e re  m ay  also be a n  inheri ted  fo rm  o f  
cu ta n e o u s  po rp h y r ia  in which acu te  a t tack s  do  no t  occur. 
The Porphyrias:

J . H epa t ic  in origin.
1. In te rm i t ten t  acu te  po rp h y ria  (Sweden).
2. P o rp h y r ia  var iegata  (So u th  Africa).
3. C o p ro p o rp h y r ia .
4. Pure ly  cu ta n e o u s  porphyr ias .

Alcohol,
H ex ach lo robenzene ,
etc.

2. E ry th ro p o ie t ic  in  origin.
1. C o ngen ita l  p o rphyr ia .
2. E ry th ro p o ie t ic  p ro to p o rp h y r ia .

T h e re  m ay  be o the r  inheri ted  porphyrias .
T h ere  a re  also two very rare  e ry th ropo ie t ic  p o rp h y r ia s  in 

which the d is tu rb an ce  in po rp h y r in  m e tab o l i sm  takes place 
in the b one  m a r ro w .  In on e  type,  e ry th ropo ie t ic  p o rp h y r ia  
o r  congenita l  p o rp h y r ia ,  ch i ld ren  a re  affected a n d  it is 
inheri ted as  a M e nde l ian  recessive ch arac te r .  Besides the 
sensitive skin tha t  a b ra d e s  an d  blisters a n d  the p ink  ur ine 
co n ta in ing  a g reat  excess o f  p o rp h y r in ,  there  is usually  
a n aem ia  an d  an  enlarged spleen. Often there  is p ink  sta ining 
o f  the teeth an d  bones  which will f luoresce in u l t ra  violet 
light. T h is  type o f  p o rp h y r ia  has been described  in ca t t le  in 
Sou th  Africa by F o u r ie  a n d  R im in g to n  a t  O n d e r s l e p o o r t ;

National Hospital 
Bloemfontein
A T E A C H I N G  G A D G E T

W e h a v e  exper ienced som e difficulty, as  have  colleagues 
n o  d o u b t ,  in teach ing  s tude n ts  to al ign lam ps  correc tly  for 
i r rad ia t ion .  A s a  resu l t  we developed  the gadget  described  
below to help  those  s tuden ts ,  especially a s t igm atic  ones, to 
get a co r re c t  eva lu a t io n  o f  paral le ls  a n d  right angles .

T h e  device consists  o f  a s im ple  c ross which  can  be clipped 
o n to  the reflector rim a n d  to  which  rods  o f  va r io u s  lengths, 
with  a  sm aller  c ross at  their  dis tal  ends ,  m ay  be a t tached .

T h e  p h o to g ra p h s  will I h o p e  i l lustrate  the s implicity  o f  
the device.

O u r  p ro to ty p e  h ad  an  extensib le  cen tra l  m em b er ,  but this 
was found  too  flexible. W h e re u p o n  o u r  invaluab le  H osp ita l  
T echnic ian  p ro d u c e d  the  gadget  in its final form .

R.R.

Prototype or Gadget M ark I.

it is k n o w n  as “ P ink T o o th  D ise ase” . A n o th e r  fo rm  o f  
e ry th ropo ie t ic  po rp h y r ia ,  inheri ted  as  a M ende l ian  d o m in an t  
c h a rac te r ,  causes ur t ica ria— it is k n o w n  as erythropoietic 
protoporphyria.

D u r in g  the last few years  the hospita ls  in P o r t  Elizabeth, 
followed by a  n u m b e r  o f  o th e r  hospita ls  in Sou th  Africa , 
have inst i tu ted  rou t ine  screening o f  the p a t ie n t ’s s tool for 
po rp h y rin  before the  pa tient  is given a  th io p en to n e  an a e s 
thetic,  o th e r  b a rb i tu ra tes  o r  su lphonam ides .  By this m eans  
p o rp h y r ia  var iegata  can  be d iagnosed  before the acu te  
a t tack  has been p rec ip ita ted  by drugs.

In  conclus ion ,  nurses a re  often able  to w arn  the d oc to r  
in a t te n d a n c e  tha t  their  pa tient  might have p o rphyria  
variegata ,  e i ther  by no t ic ing  the sensitive skin on the back 
o f  the p a t ie n t ’s h a n d s  or , d u r in g  an  a t ta c k  o f  acu te  porphyria  
af ter  the a d m in is t r a t io n  o f  barb i tu ra te s  o r  a  th iopen tone  
anaesthetic ,  by no t ic ing  that  the urine is po r t  wine co loured  
o r  like C o c a  Cola .  T h e  earl ier  it is recognised that  the patient 
has inheri ted  p o rp h y r ia  the less is the risk tha t  the patient 
will d ie  f rom  an  acu te  a t tack .

O nce  a  patient  has been fo u n d  to have p o rp h y r ia  of  
inheri ted  type a  full family  s tudy  shou ld  be und e r tak en  
because  o thers  will be found  a m o n g  the relatives w h o  have 
inheri ted  the gene.  O n e  patient  suggested to me tha t  she 
shou ld  h ave  ta t toed  on  her  a b d o m e n  “ I have p o rp h y r ia  do  
n o t  open m e .” T h is  is p e rh ap s  an  ex trem e m easu re  but 
po rphyries  shou ld  be given a letter  s ta ting  that  they have 
po rp h y ria  a n d  this let ter  shou ld  be show n to  an y  d o c to r  
they m ay  consult.

M ark II with interchangeable distance pieces.
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Gadget M ark II in use.
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