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Introduction

Supe rior m e s e nte ric arte ry s yndrom e  is  a rare  di-
s e as e  occurring due  to acute  angulation of origin of
s upe rior m e s e nte ric arte ry from  aorta re s ulting in
e xtrins ic com pre s s ion on th ird part of duode num . Its
e tiology is  be lie ve d to be  due  to rapid w e igh t los s
re s ulting in de cre as e d fatty tis s ue  be tw e e n aorta
and proxim al s upe rior m e s e nte ric arte ry. Patie nts
pre s e nt w ith  adom inal pain and vom iting. W e  re port
a cas e  of a 17 ye ar old m ale  w ith  diagnos e d m oya
m oya dis e as e , w h o h as  h ad le ft h e m ipare s is  s ince
2 ye ars  and h as  be e n be d ridde n for pas t 6 m onth s
due  to re pe ate d Ne urological is s ue s .
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s tom ach  and duode num  upto m id of th ird part. Sh arp
angulation at origin of s upe rior m e s e nte ric arte ry
w as  s e e n w ith  aortom e s e nte ric angle  of 12.7° (Fig. 1)
and aortom e s e nte ric dis tance  of 3.7 m m  (Fig 2).
Norm al aortom e s e nte ric angle  is  25-60° and aorto-
m e s e nte ric dis tance  is  re porte d to be  10-28 m m .1

Bow e l dis tal to th e  origin of s upe rior m e s e nte ric ar-
te ry w as  collaps e d.

Case Report

A 17 ye ar old m ale  pre s e nte d to Em e rge ncy de part-
m e nt w ith  vom iting and abdom inal dis com fort for 3
days . H e  als o com plaine d of occas ional pos t prandial
abdom inal dis com fort for pas t 6 m onth s . H e  w as  a
k now n cas e  of Moya Moya dis e as e  and h as  h ad le ft
h e m ipare s is  2 ye ars  back . H e  h as  be e n be d ridde n
for pas t 6 m onth s . H e  de nie d any s ignificant w e igh t
los s .
On e xam ination h e  w as  s ligh tly te nde r in e pigas tric
re gion. Bow e l s ounds  w e re  appre ciate d in all four
q uadrants . H is  laboratory te s ts  w e re  unre m ark able .
H is  e ndos copy w as  pe rform e d th e  s am e  day w h ich
faile d as  e ndos cope  could not proce e d be yond
s e cond part of duode num . Es oph agus , s tom ach  and
vis ualiz e d duode num  w e re  unre m ark able .
H is  CT s can abdom e n w ith  contras t w as  pe rform e d
th e  ne xt day w h ich  s h ow e d m ark e d dis te ntion of

Figure 1: Dcre as e d Aortom e s e nte ric angle , m e as uring 12.7
de gre e .
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of patie nt h aving m oya m oya dis e as e  and SMA s yn-
drom e . W e  be lie ve  th at our patie nt de ve lope d th is
path ology due  to prolonge d be d re s t as  a re s ult of
h is  ne urological de ficit.
Diagnos tic m odalitie s  for th is  s yndrom e  include  uppe r
GI contras t s tudy, colour Dopple r s tudy and CT s can
abdom e n w ith  contras t. Contras t e nh ance d CT s can
h as  th e  advantage  of providing as s e s s m e nt of e ntire
abdom inal cavity including accurate  anatom ical
de tails .7

Th is  dis e as e  is  diagnos e d on tw o param e te rs . Firs t
is  th e  angle  of s upe rior m e s e nte ric arte ry at its  origin
from  aorta - th e  Aortom e s e nte ric angle  (AO angle )
and th e  oth e r is  dis tance  be tw e e n Proxim al Supe rior
m e s e nte ric arte ry and aorta - th e  aortom e s e nte ric
dis tance  ( AO dis tance ). Norm al AO angle  is  25- 60°
and AO  dis tance  is  10-28 m m . Both  param e te rs
s h ould be  de cre as e d to diagnos e  th is  de s e as e . Cut-
off value s  of SMA s yndrom e  are  re porte d to be
aortom e -s e nte ric angle  of 22° (42.8%  s e ns itivity and
100%  s pe cificity) and aortom e s e nte ric dis tance  of
8 m m  (100%  s e ns itivity and s pe cificity).7

Manage m e nt of SMA s yndrom e  range s  from  cons e r-
vative  to s urgical approach . Initial tre atm e nt in acute
s e ttings  is  us ually cons e rvative  w h ich  include s  gas tric
de com pre s s ion th rough  Nas ogas tric tube  and m obili-
z ation including ch ange  in pos ture  to prone  or late ral
de cubitus  pos ition.5 Both  e nte ral je junal fe e ding and
total pare nte ral nutrition h ave  be e n found us e ful for
incre as ing body w e igh t and prom oting re s toration of
th e  re trope ritone al fatty tis s ue  w ith  concom ite nt in-
cre as e  in th e  aortom e s e nte ric angle  and dis tance .8

Surgical options , including ope n or laparos copic
duode noje junos tom y, are  re s e rve d for patie nts  w h e re
cons e rvative  m e as ure s  fail.9

Figure 2: De cre as e d Aortom e s e nte ric dis tance .

Discussion

Supe rior M e s e nte ric Arte ry Syndrom e  als o k now n
as  W lik ie ’s  s yndrom e  is  a rare  acq uire d vas cular
com pre s s ion dis orde r firs t de s cribe d in 1861 by Von
Rok itans k i2 and late r by W ilk ie  in a cas e  s e rie s  of
64 patie nts .3 Patie nts  us ually pre s e nt w ith  s igns  and
s ym ptom s  of uppe r GI obs truction w ith  abdom inal
pain.
In th is  dis e as e  patie nt be com e s  s ym ptom atic w h e n
th ird part of duode num  ge ts  trappe d be tw e e n proxim al
s upe rior m e s e nte ric arte ry and aorta. Th is  re s ults  in
obs truction proxim al to th e  m id of th ird part of duo-
de num . Norm ally, fat and lym ph atic around SM A
pre ve nt its  com pre s s ion e ffe ct on duode num  in
h e alth y individuals .4 Th e  abdom inal pain in th e s e
patie nts  is  us ually pos t prandial and it m ay re lie ve
in prone  and le ft late ral pos ition.
Th e  m ain e tiological factor re s ulting in SMA s yndrom e
is  be lie ve d to be  rapid w e igh t los s , s e ve re  traum a,
burns , anore xia ne rvos a or prolonge d be d re s t.4,5,6

No de finite  dire ct re lation be tw e e n m oya m oya dis e a-
s e  and s upe rior arte ry m e s e nte ric s yndrom e  h as
be e n re porte d till.
As  pe r our k now le dge  th is  is  th e  firs t re porte d cas e

Conclusion

Supe rior m e s e nte ric arte ry s yndrom e  is  a rare  dis e a-
s e  re s ulting in abdom inal pain and vom iting. O ur
patie nt w as  a k now n cas e  of m oya m oya dis e as e
s ince  2009  and h ad ne urological de ficit s ince  th e n.
H e  pre s e nte d w ith  abdom inal pain and vom iting. To
th e  be s t of our k now le dge  th e re  is  no k now n as s o-
ciation of th e s e  tw o dis e as e s  and w e  be lie ve  th at
re as on of SMA s yndrom e  in our patie nt w as  prolon-
ge d be d re s t.
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