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Introduction

Conge nital adre nal h ype rplas ia (CAH ) is  an autos om al
re ce s s ive  ge ne tic dis orde r th at is  caus e d by a de ficie nt
21-h ydroxylas e  (CYP21) e nz ym e  in m ajority of cas e s .
Th e  incide nce  is  approxim ate ly 1 in 15,000 birth s .1

Te s ticular le s ions  com m only k now n as  te s ticular adre -
nal re s t tum ors  m ay occur in s uch  patie nts . It h as
be e n pos tulate d th at th e s e  tum ors  aris e  from  abe rrant
adre nal ce lls  th at m igrate  w ith  th e  te s te s  during th e
pre natal pe riod. Th e s e  le s ions  are  us ually be nign,
m ay be  m ultiple  and com m only occur bilate rally. Th e y
are  m os tly found in younge r m ale s  and can occur in
up to 9 4%  of patie nts  w ith  conge nital adre nal
h ype rplas ia.2
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Male s  w ith  conge nital adre nal h ype rplas ia (CAH ) m ay le ad to de ve lopm e nt of te s ticular adre nal re s ts  as  a re s ult
of h ype r-s tim ulation of abe rrant adre nal ce lls  in th e  te s te s . Conge nital adre nal h ype rplas ia is  a broad s pe ctrum
of autos om al re ce s s ive  dis orde rs  caus e d by a de ficie ncy of an e nz ym e  involve d in th e  production of glucocorticoids ,
w h ich  le ads  to de cre as e  in cortis ol and/or aldos te rone  production from  th e  adre nal corte x. Th is  caus e s  an
incre as e  in production of adre nocorticotropic h orm one  (ACTH ), th e re fore  re s ulting in adre nal h ype rplas ia.
W e  pre s e nt a cas e  of a 7 ye ar old boy w ith  conge nital adre nal h ype rplas ia and pre cocious  pube rty w h o w as
found to h ave  bilate ral te s ticular adre nal re s ts  on ultras onograph y. Diagnos is  of th is  condition is  im portant w h e n
e valuating young m ale s  w ith  CAH  be caus e  it can be  ofte n m is inte rpre te d as  a prim ary te s ticular ge rm  ce ll tum or
or any oth e r com m on be nign te s ticular le s ion. Th e s e  be nign tum ors  ge ne rally pre s e nt as  m ultiple , bilate ral
h ypoe ch oic m as s e s  on ultras ound, w h ich  s e rve s  as  th e  prim ary im aging m odality of ch oice .
Ke y w ords : Conge nital adre nal h ype rplas ia, te s ticular adre nal re s t tum ors , te s ticular ultras onograph y

ABSTRACT

conge nital adre nal h ype rplas ia in infancy and h ad
be e n inte rm itte ntly re ce iving s te roid s upple m e ntation
ove r th e  cours e  of h is  life . A te s ticular ultras ound w as
th e n pe rform e d w h ich  s h ow e d m ultiple  s h arply
m arginate d, pre dom inantly h ypoe ch oic m as s e s
ranging from  s iz e s  2-20 m m  in both  te s te s  w h ich
occupie d approxim ate ly 50%  of th e  te s ticular pare n-
ch ym a (Fig. 1). Th e  le s ions  w e re  pre dom inantly round
and partially coale s ce nt w ith  th e  te s ticular pare n-

Cas e  Re port

A 7 ye ar old m ale  ch ild unde rw e nt e valuation for
pre cocious  pube rty. Th e  patie nt w as  diagnos e d w ith
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ch ym a. Th e y s h ow e d a pe riph e ral h ype re ch oic rim
w ith  s catte re d are as  of m icrocalcifications  in th e
te s ticular pare nch ym a. Dopple r e xam ination did not
re ve al any s ignificantly incre as e d color flow  w ith in
th e  le s ions .

Figure  1: Sonograph ic im age s  s h ow ing m ultiple  h ypoe ch oic
rounde d m as s e s  w ith  pe riph e ral h ype re ch oic rim  in th e  te s te s  of

a patie nt w ith  conge nital adre nal h ype rplas ia. Th e s e  w e re
s ugge s tive  of adre nal re s t tum ors .

Dis cus s ion

Ultras ound is  vital in be ing th e  firs t line  m odality us e d
in th e  diagnos is  and m onitoring of te s ticular adre nal
re s t tum ors . Advantage s  of s onograph y include  low
cos t and w ide s pre ad availability. H ow e ve r, a w e ll-
k now n lim itation of ultras ound is  ope rator-de pe nde nce .
Sonograph ic fe ature s  of th e s e  le s ions  include  th e
fact th at th e y are  fre q ue ntly bilate ral and can s ignifi-
cantly vary in s iz e .2 Sm alle r le s ions  are  us ually s h arply
m arginate d and h ypoe ch oic and m os tly locate d ne ar
th e  m e dias tinum  te s tis , alth ough  le s ions  large r th an
2 cm  m ay h ave  ce ntral are as  of incre as e d e ch oge -
nicity. Le s ions  th at appe ar h e te roge ne ous  can h ave
calcifications , a h ype re ch oic rim  or inte rnal s pok e -
lik e  are as  of e ch oge nicity. Th is  patte rn w as  als o
obs e rve d in our patie nt. Th e  le s ions  are  us ually h ypo-
vas cular but m ay s h ow  variable  am ounts  of vas cularity
on colour Dopple r e xam ination.3 MRI m ay aid in
corre ctly ide ntifying e xact e xte nt of dis e as e  and can
th e re fore  play an adjunctive  role  w h e n planning for
te s ticular s urge ry.4

Im aging findings  of te s ticular adre nal re s t tum ors  can
s om e tim e s  ove rlap w ith  oth e r te s ticular le s ions  s uch
as  prim ary ge rm  ce ll tum ors  or s e x cord tum ors . Pri-
m ary te s ticular tum ors  are  h ow e ve r fre q ue ntly uni-
late ral.5 Le ydig’s  ce ll h ype rplas ia is  anoth e r condition
th at pre s e nts  w ith  m ultiple  dis cre te , h ypoe ch oic,

us ually bilate ral le s ions , th e re fore  clos e ly m im ick ing
te s ticular adre nal re s t tum ors . H ow e ve r, e ndocrine
dys function s uch  as  rais e d s e rum  te s tos te rone ,
lute iniz ing h orm one  or h CG are  ofte n found, w h ich
h e lps  in re ach ing a diagnos is .5 Oth e r s im ilar te s ticular
le s ions  include  lym ph om a and m e tas tas e s , alth ough
both  conditions  occur in olde r m ale s .
Adre nal re s t tum ors  us ually s h ow  re gre s s ion w h e n
glucocorticoids  are  give n in am ounts  th at s uppre s s
e ndoge nous  ACTH  le ve ls , but can als o cons ide rably
grow  w h e n s upple m e ntary h orm one  th e rapy is
ins ufficie nt. Untre ate d le s ions  m ay com pre s s  th e
adjace nt norm al te s ticular pare nch ym a w h ich  can
e ve ntually le ad to low  te s tos te rone  production and
s ubs e q ue nt s ubfe rtility. Surgical options  m ay be
w arrante d in th os e  patie nts  w ith  ch ronic te s ticular
pain or dis com fort th at is  not am e nable  to h orm one
re place m e nt th e rapy.4

Conclus ion

Te s ticular s onograph y is  im portant in th e  e valuation
of m ale s  w ith  conge nital adre nal h ype rplas ia. Th e
pre s e nce  of te s ticular adre nal re s t tum ors  in th e s e
patie nts  is  indicative  of s uboptim al h orm one  re place -
m e nt th e rapy. In addition, th e s e  adre nal re s t tum ors
m ay e nlarge  and le ad to s te rility. Th e y m ay be  m is -
tak e n for ge rm  ce ll tum ors  s uch  as  Le ydig ce ll tum ors .
Ultras ound, w h ich  s e rve s  as  th e  prim ary im aging
m odality, along w ith  appropriate  h orm onal laboratory
inve s tigations  can h e lp s e cure  th e  diagnos is . Ph ys i-
cians  and radiologis ts  both  ne e d to be  aw are  of th is
condition to avoid ne e dle s s  inte rve ntion. Tre atm e nt
w ith  glucocorticoid re place m e nt th e rapy m ay re s ult
in re gre s s ion of th e s e  le s ions .
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