
udd-Chiari syndrome (BCS) is a rare syndrome resulting from obs-
truction of the hepatic vein or inferior vena cava and presenting with
painful hepatomegaly and ascites.1 Clinical presentation varies, de-

pending on the extent and rapidity of the hepatic vein obstruction. BCS can
be classified as fulminant, acute, subacute, or chronic. The most common
causes of BCS are myeloproliferative diseases, especially polycythemia ve-
ra (PV), paroxysmal nocturnal hemoglobinuria, and other hypercoagulab-
le states such as protein C and S deficiency and Factor V Leiden. The
prognosis of acute BCS is poor, but with early diagnosis and effective treat-
ment the clinical outcome may still be good. This case concerns a patient
with paroxysmal nocturnal hemoglobinuria, protein C deficiency and Fac-
tor V Leiden mutation (heterozygote) presenting as an acute form of BCS,
and successful treatment with thrombolytic and anticoagulant therapy.
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Successful Thrombolytic Treatment of
Acute Budd-Chiari Syndrome:

Case Report

AABBSS  TTRRAACCTT  We des cri be a 20-ye ar-old man with pa roxy smal noc tur nal he mog lo bi nu ri a, pro te in C
de fi ci ency and Fac tor V Le i den mu ta ti on (he te rozy go te) pre sen ting with he pa tic fa i lu re du e to acu -
te Budd-Chi a ri syndro me. Cli ni cal fin dings and la bo ra tory tests sho wed he pa tic fa i lu re du e to acu -
te Budd-Chi a ri syndro me. The pa ti ent was suc cess fully tre a ted with ur gent ad mi nis tra ti on of tis su e
plas mi no gen ac ti va tor, fol lo wed by con ti nu o us he pa rin and then by war fa rin the rapy. We emp ha -
si ze that early di ag no sis and ef fec ti ve throm boly tic tre at ment in such ca ses may be li fe-sa ving.

KKeeyy  WWoorrddss::  Budd-Chi a ri syndro me; he mog lo bi nu ri a, pa roxy smal; throm boly tic the rapy 

ÖÖZZEETT  Biz bu ol gu su nu mun da, pa rok sis mal nok tur nal he mog lo bi nü ri, pro te in C ek sik li ği ve fak tor
V le i den mu tas yo nu na bağ lı ka ra ci ğer ye ter siz li ği ile baş vu ran akut Budd-Chi a ri sen drom lu 20 ya -
şın da bir er kek has ta yı sun mak ta yız. Has ta nın kli nik ve la bo ra tuv ar bul gu la rı akut Budd-Chi a ri
sen dro mu na bağ lı ka ra ci ğer ye ter siz li ği ile uyum luy du. Has ta ya acil ola rak do ku plaz mi no jen ak -
ti va tö rü ve son ra sın da he pa rin uy gu lan dı, ida me ola rak war fa rin te da vi si ve ril di. Bu gi bi olgular da
er ken ta nı ve et ki li trom bo li tik te da vi nin öne mi ni vur gu la mak ta yız.

AAnnaahh  ttaarr  KKee  llii  mmee  lleerr:: Budd-Chi a ri sen dro mu; he mog lo bi nü ri, pa rok sis mal; trom bo li tik te davi
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CA SE RE PORT
A 20-ye ar old ma le pre sen ted to our emer gency
de part ment with a 3-day his tory of prog res si ve ab-
do mi nal pa in and dis ten si on. He had no past me -
di cal or fa mily his tory of no te. On exa mi na ti on he
was con fu sed. He had as ci tes with ten der he pa to -
me galy of 20 cm. Blo od tests re ve a led he pa tic fa i -
lu re (Tab le 1). Se ve ral prot hrom bo tic mar kers
we re eva lu a ted (Tab le 2). Dopp ler ul tra so nog -
raphy con fir med he pa to me galy and as ci tes and no
flow co uld be de ter mi ned in the he pa tic ve ins.
This was con fir med using spi ral to mog raphy (Fi g-
u re 1). The pa ti ent was di ag no sed with acu te (ful-
mi nant) BCS and trans fer red to the in ten si ve ca re
unit. We car ri ed out nu me ro us in ves ti ga ti ons in -
to the eti o logy of acu te BCS. In the light of cli ni -
cal and la bo ra tory da ta, the pa ti ent was di ag no sed
as acu te BCS se con dary to pa roxy smal noc tur nal
he mog lo bi nu ri a, pro te in C de fi ci ency and Fac tor
V Le i den mu ta ti on (he te rozy go te). Agi ta ti on Sys-
te mic throm boly tic the rapy was ins ti tu ted (tis su e
plas mi no gen ac ti va tor, 100 mg) fol lo wed by con-
ti nu o us in fu si on of un frac ti o na ted he pa rin. Over

the fol lo wing 2 we eks the re was a ra pid im pro ve -
ment in both he pa to me galy and li ver func ti ons. 

On the 12th day of ad mis si on, ab do mi nal spi ral
to mog raphy sho wed that he pa to me galy was 16 cm,
that the re was no as ci tes and that the he pa tic ve ins
we re pa tent (Fi gu re 2). The pa ti ent was suc cess fully
disc har ged and is now re ce i ving war fa rin the rapy.
Writ ten in for med con sent was ob ta i ned from the
pa ti ent.

DIS CUS SI ON
The most com mon ca u ses of BCS inc lu de both he -
re di tary and ac qu i red hyper co a gu lab le sta tes and
mye lop ro li fe ra ti ve di sor ders. Ot her ca u ses of the
syndro me inc lu de pa roxy smal noc tur nal he mog lo -
bi nu ri a, an tip hosp ho li pid syndro me and in he ri ted
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1st day 3rd day 18th day

Hb (g/dL) 11.1 10 11.3

Htc (%) 33.5 30.3 34.2

Wbc (/µL) 28.400 16.700 7600

Plt (/µL) 195.000 204.000 496.000

Bun (mg/dL) 15 7 13

Cr (mg/dL) 1.9 1.0 0.8

AST (U/L) 49 311 66

ALT (U/L) 36 475 76

ALP(U/L) 63 241 169

Gamma glutamyl transferase(U/L) 37 80 158

Total bilirubin (mg/dL) 2.1 0.9 0.6

Direct bilirubin (mg/dL) 1.2 0.6 0.2

Total protein (g/dL) 5.5 5 10.3

Albumin (g/dL) 2.6 2.1 4.6

CRP 30.7 26.6 1.36

Prothrombin time (sec) 26.4 24.5 32.1

Active partial thromboplastin time (sec) 32.8 29.8 36

INR 2.48 2.26 3.0

Sedimentation (mm/h) 40 30

TABLE 1: The patient’s 1st 3rd and 18th day 
biochemical parameters.

Patient Normal values

Homocystinuria Negative Negative 

Serum homocysteine level Normal 0-12 mg/dL

MTHFR Negative Negative 

Prothrombin 20210 (-), Negative Negative 

Antithrombin III 40.5 22-39 mg/dL

Protein C: 10% 72-160%

Protein S: 98% 60-150%

Anticardiolipin IgM Negative Negative 

Anticardiolipin IgG Negative Negative

TABLE 2: The patient’s prothrombotic markers.

FIGURE 1: The patient’s spiral tomography on admission.



de fi ci en ci es of pro te in C, pro te in S, and an tit -
hrom bin II I, Fac tor V Le i den mu ta ti on, prot hrom -
bin-ge ne mu ta ti on and meth yle ne tet rahy dro fo la te
re duc ta se mu ta ti on.2,3

BCS may be se en in preg nant wo men and in
tho se using oral con tra cep ti ve drugs. Ra rer ca u ses
of BCS are re nal, ad re nal and li ver can cers in va ding
the in fe ri or ve na ca va.4

Cli ni cal pre sen ta ti on may vary du e to occ lu si -
on ti me and the deg re e of obs truc ti on in the he pa -
tic ve ins. If occ lu si on is to tal and ra pid, as in our
ca se, the pa ti ent may pre sent with he pa tic fa i lu re.

Di ag no sis sho uld be con fir med as early as pos sib le
with the help of a te am-ba sed ap pro ach, with the
par ti ci pa ti on of a he pa to lo gist, a he ma to lo gist, a ra-
di o lo gist and a sur ge on.4 Cli ni ci ans sho uld not was -
te ti me on un ne ces sary in va si ve pro ce du res.
Cli ni cal fin dings and Dopp ler ul tra so nog raphy are
usu ally eno ugh to es tab lish a di ag no sis. If BCS is di-
ag no sed early eno ugh, as in our ca se, fib ri noly tic
tre at ment may be li fe-sa ving. The re are nu me ro us
ca ses of throm boly tic the rapy in BCS.5-7 Gu e rin et
al sug ges ted early throm boly sis as an al ter na ti ve to
sur gery in acu te BCS. For en co u ra ging re sults, it
was sug ges ted that tre at ment sho uld con sist of
early in ten si ve throm boly sis for up to 1 we ek, fol-
lo wed, wit ho ut in ter rup ti on, by APTT con trol led
he pa rin in fu si on.8 In the ab sen ce of con trol led cli -
ni cal tri als, we think that in se lec ted ca ses, es pe ci -
ally in ful mi nant and acu te forms of BCS,
throm boly tic tre at ment as an ini ti al tre at ment or
af ter a pri mary ra di o lo gi cal in ter ven ti on such as
TIPS, will rep re sent the cor ners to ne of tre at ment
in the fu tu re.

Ot her wi se, wit ho ut de fi ni ti ve the rapy most
pa ti ents with ful mi nant Budd-Chi a ri syndro me
will di e of li ver fa i lu re or comp li ca ti ons the re of.9

We emp ha si ze that early di ag no sis and ef fec ti ve
throm boly tic tre at ment in such ca ses may be li fe-
sa ving.
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FIGURE 2: The patient’s spiral tomography after fibrinolytic therapy.
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