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Introduction

H ugh e s  Stovin Syndrom e  (H SS) is  an uncom m on
clinical condition w h ich  com pris e s  of ane urys m  of
th e  pulm onary arte ry w ith  th rom bos is  of de e p ve ins .1

Th e  e tiology of th is  dis orde r is  s till not cle ar.2 It is
cons ide re d variant of Be h ce t’s  dis e as e  (BD) as  both
s h are s om e  of th e  im portant clinical e ntitie s .3 H SS
m ay pre s e nt w ith  life  th re ate ning h e m optys is  and th at
is  w h y e arly diagnos is  and prom pt tre atm e nt is
e s s e ntial.4
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H ugh e s  Stovin s yndrom e  is  ve ry uncom m on condition ch aracte riz e d by de e p ve in th rom bos is  (DVT) and pulm onary
arte ry ane urys m . Th e  e tiology is  s till not k now n but it is  cons ide re d to be  m anife s tation of s ys te m ic vas culitis . It
s h are s  m any clinical s igns  and s ym ptom s  w ith  Be h ce ts  dis e as e  and th at is  w h y it is  als o calle d incom ple te
Be h ce ts  dis e as e  or variant of it. H e re  w e  re port a m ale  patie nt cas e  w h o pre s e nte d to our te rtiary care  h os pital
w ith  DVT and pulm onary arte ry ane urys m . CT angiograph y s h ow e d ane urys m al dilatations  of s e gm e ntal and
s ub s e gm e ntal pulm onary arte rie s .  H e  w as  s ucce s s fully tre ate d w ith  s te roids  and im m unos uppre s s ant.
Key Words: Ane urys m ; Be h ce ts  s yndrom e ; Pulm onary arte ry; Ve nous  th rom bos is .
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Single  s lice  com pute d tom ograph y of ch e s t w as
pe rform e d w h ich  s h ow e d findings  s ugge s tive  of
bilate ral ane urys m s  of pulm onary arte rie s . H e  w as
th e n advis e d CT pulm onary angiograph y (CTPA)
w h ich  confirm e d th e  findings  of pulm onary arte ry
ane urys m s  as  s h ow n in (Fig. 1 and 2).

Case Report

A 40 ye ars  old ge ntle m an pre s e nte d to our h os pital
w ith  m ain com plaints  of le ft le g s w e lling. H is  vitals
w e re  in norm al range  and th e  clinical e xam ination
w as  unre m ark able  e xce pt le ft le g e de m a. A color
Dopple r e xam ination w as  pe rform e d w h ich  w as
s ugge s tive  of th rom bos is  of th e  le ft fe m oral and
poplite al ve ins . H e  w as  s tarte d on low  m ole cular
w e igh t h e parin. But afte r ce s s ation of anticoagulants ,
h e  de ve lope d s h ortne s s  of bre ath  and h e m optys is . Figure 1: Axial s e ction of CTPA s h ow ing m ultiple  s e gm e ntal

pulm onary arte ry ane urys m s  w ith  th rom bi.
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Th e  e tiology of th is  s yndrom e  is  unk now n but s om e
s cie ntis ts  de s cribe  it as  a m anife s tation of idiopath ic
s ys te m ic vas culitis . Many ph ys icians  cons ide r it as
an incom ple te  form  of BD.7 Vas culitis  in BD caus e s
arte rial ane urys m , ve nous  and arte rial th rom bos is .
It m ay not be  w rong to call H SS as  cardiovas cular
m anife s tation of BD, in fact in both  th e s e  conditions ;
pulm onary ane urys m s  are  m ain clinical findings . BD
and H SS h ave  th e  s am e  cours e  of path oph ys iology
and in both  e ntitie s , de ath  m ay occur afte r m as s ive
h e m optys is  or due  to ane urys m al rupture . Pulm onary
arte ry th rom bi m ay occur alone  w ith out involve m e nt
of th e  de e p ve in as  a re s ult of pulm onary arte ry infla-
m m ation. H ugh e s  and Stovin th e ory s ugge s te d th at
ane urys m s  de ve lop s e condary to de ge ne rative
ch ange s  in th e  arte rie s  of th e  bronch iole s  le ading to
w e ak ne s s  of th e  w alls .5 Th e s e  findings  w e re  validate d
in oth e r s tudie s  w h e n th e y pe rform e d digital s ubtrac-
tion angiograph y on th e  patie nts .8,9

Conve ntional angiograph y is  a good tool of e valuation
in H SS as  it not only de s cribe s  pulm onary arte rie s
but at th e  s am e  tim e  angiodys plas tic bronch ial arte rie s
can be  as s e s s e d. H ow e ve r, m ultide te ctor h e lical CT
angiograph y is  s upe rior to th e  conve ntional angio-
graph y by giving e xplicit and de taile d inform ation
about th e  bronch ial arte rie s .10

Unfortunate ly, no guide line s  are  pre s e nt about
tre atm e nt of H SS but it is  us ually tre ate d w ith  s te roids
and im m unos uppre s s ants .6 Anticoagulants  are  avoi-
de d as  th e re  is  incre as e d ris k  of m as s ive  h e m optys is
w h ich  m ay put th e  life  of th e  patie nt at ris k .2 Surgical
re s e ction of th e  lung can be  an option if th e  ane urys m
is  at pe ak  of be ing rupture d or th e  ane urys m  is  loca-
liz e d to one  part of th e  s e gm e nt.4,8 Em boliz ation can
be  anoth e r option for ane urys m s  w h ich  are  at h igh
ris k  of rupturing.9

Figure 2: Coronal s e ction of CTPA s h ow ing m ultiple  s e gm e ntal
pulm onary arte ry ane urys m s  w ith  th rom bi.

Patie nt w as  inve s tigate d e xte ns ive ly to find th e  caus e .
H e m atological profile  s h ow e d de cre as e d h e m oglobin
w h ich  w as  e xplaine d by h e m optys is , oth e rw is e  TLC,
plate le t counts , live r and re nal function te s ts  w e re
norm al. ESR w as  rais e d (60m m /1s t h our). Antinucle ar
antibody (ANA) w as  w e ak ly pos itive  w ith  ne gative
anti double  s trande d DNA (anti ds DNA) and
antine utroph il cytoplas m ic antibody (ANCA). D-dim e rs
and fibrinoge n de gradation products  (FDPs ) w e re
above  th e  lim it of norm al range . Th e  patie nt didn’t
h ave  any h is tory of uve itis , s k in le s ions , oral and
ge nital ulce rs . On th e  bas is  of th e s e  findings  agains t
BD; it w as  rule d out and H SS w as  cons ide re d. Th e
patie nt w as  s tarte d on intrave nous  m e th ylpre dnis olone
and cycloph os ph am ide  w h ich  re s olve d h is  h e m optys is .
H e  w as  not put on anticoagulants  ow ing to th e  ris k
of m as s ive  h e m optys is  s e condary to rupture  of
pulm onary ane urys m s .

Discussion

In 19 59  H SS w as  de s cribe d by tw o Britis h  doctors ,
Joh n Patte rs on H ugh e s  and Pe te r Ge orge  Ingle
Stovin. H SS w as  nam e d afte r th e m , w h o de s cribe d
th e  findings  of pulm onary arte ry ane urys m s  w ith  de e p
ve in th rom bos is  in four patie nts  pre s e nte d to th e m .5

It h as  m ale  pre dom inance  age d ranging from  12 to
40 ye ars .6 H e m optys is  can pre s e nt any tim e  during
cours e  of dis e as e .

Conclusion

H SS is  a ve ry rare  clinical s yndrom e  and it is
cons ide re d variant of BD w h ich  m ay pre s e nt w ith
de e p ve in th rom bos is  and pulm onary arte ry ane urys m
le ading to m as s ive  and life  th re ate ning h e m optys is .
Th e re fore , tim e ly diagnos is  and m anage m e nt is
e s s e ntial. Ste roids  and im m unos uppre s s ants  are  th e
k e y drugs  in th e  m anage m e nt of th is  dis e as e  as  our
patie nt’s  s ym ptom s  im prove d w ith  th e m .
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