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Pos te rior re ve rs ible  e nce ph alopath y s yndrom e  (PRES) is  now  be ing incre as ingly docum e nte d in clinical practice
be caus e  of incre as e d us e  of DW I in MRI. PRES is  s e e n in various  s ys te m ic illne s s e s , e clam ps ia and h as  be e n w e ll
docum e nte d.It h as  s pe cific im aging fe ature s  on MRI w h ich  le ad to diagnos e  th is  condition and to diffe re ntiate  it from
acute  s trok e  as  both  e ntitie s  are  m anage d diffe re ntly.1

Acute  inte rm itte nt porph yria (AIP) is  one  of th e  porph yrias  w h ich  re s ults  in e xce s s ive  s e cre tion of porph yrins  and
porph yrin pre curs ors  in urine  involving de fe cts  in h e m e  m e tabolis m . Th e  pre s e nting com plaints  range  from  abdom inal
pain, cons tipation and ne uropath ie s . H e re  w e  pre s e nt a cas e  of young m ale  w ith  AIP w h o w as  found to h ave  typical
PRES findings  on MRI.
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ABSTRACT

Case Report

A 20 ye ars  old m ale  pre s e nte d to our ER w ith  acute
abdom inal pain. O n e xam ination h e  w as  found
afe brile  w ith  BP 140/100 m m H g. H e  h ad ge ne raliz e d
te nde rne s s  all ove r th e  abdom e n. H is  com ple te
blood count, s e rum  ure a e le ctrolyte s , live r function
te s ts  and ultras ound abdom e n w e re  all w ith in
norm al lim its . Afte r 06 h ours  of adm is s ion h e
de ve lope d tonic clonic convuls ions  and be cam e
s e m icons cious . Th e re  w as  a progre s s ive  de te rio-
ration of th e  cons cious ne s s .An urge nt CT s can
brain s h ow e d bilate ral s ym m e trical h ypode ns itie s
in occipital and paras agital locations .H e  w as
trans fe rre d to inte ns ive  care  unitand w as  put on
ve ntilator be caus e  of de te riorating cons cious ne s s .
Ne xt day h is  M RI brain w as  pe rform e d w h ich
s h ow e d h ype rinte ns itie s  on T2/FLAIR s e q ue nce s
s h ow ing pre dom inantly facilitate d diffus ion w ith  fe w
are as  s h ow ing re s tricte d diffus ion on DW I/ADC
m apping in b ilate ral occipital and paras agital

locations . Th e re  w as  no contras t e nh ance m e nt
(Fig.1). M RA of th e  brain w as  norm al but, as  it
could not de te ct and e xclude  s pas m  in s m all s iz e
ve s s e ls . Th e  findings  w e re  in favor of PRES. H is
urine  s am ple  w as  analyz e d for PBG (urine  pro-
ph obilinoge n) w h ich  w as  rais e d 100 m icrom ol/L
(norm al 8.8 m icrom ol/L) w h ich  le d us  to diagnos e
AIP. H is  condition im prove d and afte r a w e e k  re pe at
M RI s h ow e d re ve rs al of le s ions  in occipital lobe s
but th os e  in paras agital location w e re  re duce d but
s till s om e  of th e m  s h ow e d re s tricte d diffus ion w h ich
s ugge s te d is ch e m ia.

Discussion

Acute  inte rm itte nt porph yria (AIP), is  an autos om al
dom inant dis e as e , cons tituting a varie d group of
inborn e rrors  of m e tabolis m  th at are  ch aracte riz e d
by s pe cific inh e rite d e nz ym e  de fe cts  in h ae m  bio-
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s ynth e s is . Th e  patie nts  us ually pre s e nt w ith  h ype r-
te ns ion, tach ycardia and abdom inal pain. Th e
ce ntral ne rvous  s ys te m  is  involve d in 10%  of AIP
cas e s  w ith  s ym ptom s  of autonom ic or pe riph e ral
ne uropath y or ce ntral ne rvous  s ys te m  dys function.2

Th e re  are  fe w  re ports  on th e  ne uroim aging findings
of AIP in th e  lite rature . Th e re  is  us ually re ve rs ible ,
s ym m e trical cortical and s ubcortical involve m e nts
of th e  occipital and parie tal lobe s .1,3 Th e s e s  le s ions
pre dom inate ly s h ow  facilitate d diffus ion on DW I/
ADC m apping s e condary to vas oge nic e de m a. Th e
e xact e tiology is  not k now n but it is  pos tulate d th at
it m ay be  due  to re lative  s pars e ne s s  of s ym path e tic
inne rvation in th e  pos te rior part of th e  brain w h ich
le ads  to failure  in autore gulation in h ype rte ns ion.4

Th e s e  le s ions  are  re ve rs ible  and s h ow  good prog-
nos is . Som e tim e s  fe w  le s ions  are   as s ociate d w ith
cytotoxic e de m a w h ich  m ay be  due  to vas op-s pas m 5

le ading to re s triction on DW I/ADC m appingand h as
be e n as s ociate d w ith  infarction and irre ve rs ible
brain de s truction.5

In our patie nt, w h om  w e  follow e d w ith  s e rial brain
s cans , le s ion dis tribution and AIP w ith  h ype rte ns ion
s trongly s ugge s t PRES. H ow e ve r th e  are as  w h ich
s h ow e d re s tricte d diffus ion m ay be  a re s ult of PRES
be ing com plicate d by is ch e m ic infarction.
PRES is  s till poorly unde rs tood; upon lite rature
re vie w  th e re  are  tw o h ypoth e s e s  on its  m e ch anis m .
Th e  olde r h ypoth e s is  s tate s  th at during h ype rte ns ion
th e re  is  autore gulatory vas ocons triction and h ypo-
pe rfus ion w h ich  late r caus e d is ch e m ia and ce re bral
e de m a.5 H ow e ve r; th e  ne w e r h ypoth e s is  s ugge s ts
th at th e  autore gulatory lim its  of th e  ce re bral
vas culature  are  e xce e de d by s e ve re  h ype rte ns ion
w h ich  th e n caus e s  bre ak th rough  of th e  blood–brain
barrie r, fluid le ak age , and re ve rs ible  vas oge nic
e de m a.5

Conclusion

AIP is  a m ultis ys te m  dis e as e  of varie d clinical
s pe ctrum ; ne urological m anife s tations  are  h ow e ve r
ve ry rare . Pos te rior re ve rs ible  e nce ph alopath y
s yndrom e  (PRES) is  a ne urotoxic s tate  w h ich
d e ve lops  in pati e nts  w ith  com ple x s ys te m ic

Figure 1: MRI im age s  on adm is s ion: Bi-occipital and paras agital
h ype rinte ns itie s   s h ow ing facilitate d diffus ion on DW I
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conditions  s uch  as  e clam ps ia, afte r trans plantation,
in infe ction/s e ps is /s h ock  and autoim m une  dis e as e ,
and afte r cance r ch e m oth e rapy. Th e  le s ions  com -
m only involve  parie tal-occipital lobe  or are  pre do-
m inate ly “pos te riorly” locate d. All th e s e s  le s ion
s h ow  facilitate d diffu s ion on DW I/ADC m apping
s e condary to vas oge nic e de m a; h ow e ve r fe w  are as
of re s tricte d diffus ion are  als o e ncounte re d.During
las t fe w  ye ars  m any cas e s  are  diagnos e d as  PRES
s e condary to incre as e d aw are ne s s  am ong radio-
logis ts  about th is  uniq ue  e ntity w h ich  le ads  to good
clinical w ork up and be tte r m anage m e nt of patie nts .

References

1.

2.

3.

4.

5.

H inch e y J, Ch ave s  C, Appignani B, e t al. A
re ve rs ible  pos te rior le uk oe nce ph alopath y s yn-
drom e . N Engl J M e d 19 9 6; 334: 49 4-500.

De s nick  RJ. Th e  Porph yrias . In: K as pe r DL,
Braunw ald E, Fauci AS, e t al, e ditors . H arris on's
principle s  of inte rnal m e dicine . Ne w  York :
McGraw -H ill, 2005: 2303-8.

Ce lik  M , Forta H , Dalk iliç T, Babacan G. M RI
re ve als  re ve rs ible  le s ions  re s e m bling pos te rior
re ve rs ible  e nce ph alopath y in porph yria. Ne urora-
diology 2002; 44: 839 -41.

Sch ae fe r PW , Buonanno FS, Gonz ale z  RG,
Sch w am m  LH . D iffu s ion-w e igh te d im aging
dis crim inate s  be tw e e n cytotoxic and vas oge nic
e de m a in a patie nt w ith  e clam ps ia. Strok e  19 9 7;
28: 1082-5.

Bartyns k i W S.Pos te rior re ve rs ible  e nce ph a-
lopath y s yndrom e , part 2: controve rs ie s  s ur-
rounding path oph ys iology of vas oge nic e de m a.
Am  J Ne uroradiol. 2008; 29(6): 1043-9 .


