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Introduction

Caudal re gre s s ion s yndrom e  (CRS) is  a rare  anom aly
w ith  incide nce  up to 1:100,0001 w ith out any ge nde r
pre dile ction and is  a s pe ctrum  of m orph ological
abs e nce  of caudal ve rte bral bone s  ranging from
is olate d partial coccyge al age ne s is  to th e  lum bos acral
age ne s is . Th e  patie nts  w ith  CRS m ay pre s e nt w ith
anore ctal m alform ations  w ith  ne uroge nic bladde r,
fe cal incontine nce  and s e ns orim otor de ficits  and gait
abnorm alitie s . W h e re as , le ft s ide d is om e ris m  is  a
type  of h e te rotaxy s yndrom e  (als o calle d s itus  am bi-
guous ) in w h ich  th e re  is  abnorm al arrange m e nt of
body organs  and is  ch aracte riz e d by a broad s pe ctrum
of abnorm alitie s  w ith  th e  pre s e nce  of m ultiple
s ple nule s  on th e  righ t s ide  ins te ad of s ingle  le ft s ide d
s ple e n, az ygous  or h e m iaz ygous  continuation of IVC,
m idline  live r, m alrotation, bilate ral h yparte rial bronch i
and bilate ral bilobe d lungs .2 A fe w  cas e s  h ave  be e n
re porte d in lite rature  w h ich  s ugge s ts  pos s ible
as s ociation be tw e e n th e s e  tw o anom alie s .
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W e  pre s e nt th e  cas e  of a 16 ye ar old girl, k now n cas e  of diabe te s  m e llitus  and ne uroge nic bladde r w h o pre s e nte d
in th e  e m e rge ncy de partm e nt w ith  righ t flank  pain and fe ve r and w as  re fe rre d for CT s can w ith  s us picion of re nal
infe ction/abs ce s s  on th e  bas is  of h e r lab re ports . CT s can confirm e d th e  diagnos is  of re nal abs ce s s  w ith  incide ntal
findings  of caudal re gre s s ion s yndrom e  and le ft s ide d is om e ris m .
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w ith  th e  com plaints  of righ t flank  pain for 1 w e e k  and
undocum e nte d fe ve r. H e r CBC s h ow e d h igh  TLC
(17.3) and urine  DR s h ow e d incre as e  am ount of
urinary glucos e  (1000 m g/dl) w ith  num e rous  pus
ce lls .  CT s can w as  re q ue s te d to furth e r inve s tigate
th e  caus e  of fe ve r, h igh  TLC w ith  abnorm al urine  DR
w ith  s us picion of pye lone ph ritis /re nal abs ce s s . CT
s can re ve ale d e nlarge d s w olle n righ t k idne y w ith  a
s m all h ypode ns e  are a in inte rpolar re gion w ith
s ubcaps ular e xte ns ion and m ultiloculate d colle ction
in ips ilate ral pe rine ph ric re gion cons is te nt w ith  righ t
acute  pye lone ph ritis  w ith  pe rforate d re nal abs ce s s
(Fig. 1), urinary bladde r s h ow e d th ick  w alls  w ith
m ultiple  dive rticula cons is te nt w ith  alre ady k now n
ne uroge nic bladde r (Fig. 2a). Apart from  th is , th e re
w as  an incide ntal note  of abs e nce  of low e r s acral
bony e le m e nts  and coccyx lik e ly due  to caudal
re gre s s ion s yndrom e  (Fig. 2b). Th e re  w as  als o note
of m idline  live r, m ultiple  righ t s ide d s ple nule s ,
h e m iaz ygous  continuation of IVC pos te rior w h ich  w as
pos te rior to th e  aorta, abs e nt h e patic s e gm e nt of IVC
w ith  h e patic ve ins  draining dire ctly into th e  righ t
atrium , righ t s ide d s tom ach  and inte s tinal m alrotation;
all th e s e  findings  w e re  cons is te nt w ith  le ft s ide d
is om e ris m . (Fig. 3a, 3b)

Cas e  Pre s e ntation

A 16 ye ar old young girl; k now n cas e  of diabe te s
m e llitus , ne uroge nic bladde r and fe cal incontine nce
pre s e nte d in th e  accide nt and e m e rge ncy de partm e nt
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Figure  1: Coronal (CECT) s h ow ing e nlarge d and s w olle n righ t
k idne y w ith  s ubcaps ular m ultiloculate d colle ction. Additionally

righ t s ide d contras t fille d s tom ach  can be  s e e n.

Figure  2a: Axial CECT s h ow ing th ick  w alle d urinary bladde r w ith
m ultiple  urinary bladde r dive rticuli cons is te nt w ith  ne uroge nic

bladde r.

Figure  2b: Sagittal (CECT, bone  w indow ) s h ow ing abs e nce  of
low e r s acral bony e le m e nts  and coccyx. Note  e longate d

trabe culate d urinary bladde r cons is te nt w ith  ne uroge nic bladde r.

Figure  3a: Coronal (CECT) s h ow ing m idline  live r, m ultiple  righ t
s ide d s ple nule s  (*), contras t fille d righ t s ide d s tom ach  (*), abs e nt

h e patic s e gm e nt of IVC. and inte s tinal m alrotation.

Figure  3b: Axial CECT s h ow ing h e m iaz ygous  continuation of
IVC pos te rior w h ich  w as  pos te rior to aorta.

Dis cus s ion

Caudal re gre s s ion s yndrom e  is  a rare  ne ural tube
anom aly w h ich  occurs  due  to ins ult in e arly pre gnancy
e ith e r due  to dis turbance  in proce s s  of prim ary
ne urulation or due  to de railm e nt in proce s s  of diffe re n-
tiation and de gradation of norm ally de ve lope d ne ural
tube .1 Many factors  h ave  be e n de s cribe d in lite rature
as s ociate d w ith  CRS lik e  infe ction, toxins , h ype rgly-
ce m ia, is ch e m ia and m ate rnal diabe te s .3 Th e  patie nts
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w ith  CRS us ually pre s e nt w ith  ne uroge nic bladde r,
anore ctal m alform ations , s e ns orim otor de ficits , gait
proble m s , narrow  h ips , inte rglute al cle ft e tc. Radio-
graph ic appe arance  of CRS de pe nds  upon s e ve rity
of dis orde r and range s  from  dys ge ne s is  of lum bos acral
ve rte bra to com ple te  s acral age ne s is . Furth e rm ore ,
on im aging CRS can be  cate goriz e d into 2 type s .4

Type  1 is  w h e n th e  conus  m e dullaris  te rm inate s  above
th e  norm al le ve l and is  blunte d; th is  is  as s ociate d
w ith  CSF cys t at th e  low e r e nd of conus  m e dullaris .
Th e s e  patie nts  s uffe r m ore  s e rious  s acral de form itie s .
Type  2 is  w h e n th e  e longate d conus  m e dullaris
te rm inate s  be low  th e  norm al le ve l w ith  te th e ring of
filum  te rm inale  or intras pinal lipom a. Th e s e  patie nts
s uffe r m ore  s e rious  ne urological de ficits .
Le ft s ide d is om e ris m  is  m ore  com m on in fe m ale s  and
is  ch aracte riz e d by atypical arrange m e nt of vis ce ra
w ith  pre s e nce  of m ultiple  righ t s ide d s ple nule s ,
azygous  or h e m iaz ygous  continuation of IVC,2 m idline
live r, bow e l m alrotation,5 bilate ral h yparte rial bronch i
and bilate ral bilobe d lungs  and alte re d vas cular s upply
to organs .
Fe w  cas e s  h ave  be e n re porte d in lite rature  w h ich
s ugge s ts  th at h e te rotaxy s yndrom e  can be  as s ociate d
w ith  CRS.6 A s tudy conducte d by Tich o e t al. s h ow e d
th at 1.8%  patie nts  w ith  h e te rotaxy s yndrom e  h ad
CRS, and jus t 1 patie nt (0.6% ) w ith  le ft s ide d is o-
m e ris m  h ad CRS.7

Conclus ion

It is  im portant to re cogniz e  both  th e s e  anom alie s  i-
e  CRS and le ft s ide d is om e ris m  and th e ir rare
as s ociation be caus e  th e s e  are  as s ociate d w ith
s ignificant m orbidity de pe nding on th e  e xte nt of
s e ve rity of dis e as e ; s o th at appropriate  care  s h ould
be  tak e n at e arly s tage s .
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