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awasaki disease or mucocutaneous lymph node syndrome is an acu-
te febrile vasculitis of childhood in which 20% of untreated cases de-
velop coronary artery abnormalities.1,2 The etiology of the disease

remains unknown. Acute hydrops of the gall bladder has been reported pre-
viously as a component of abdominal crises.3-7 Herein, Kawasaki disease pre-
senting with hydrops of the gall bladder was reported besides persistant fever
and cholestatic hepatic dysfunction in a three and a half year- old boy.

CASE REPORT

A three and half-year-old boy presented with abdominal distention and dis-
comfort to the emergency room. Fever was permanent for approximately 2
weeks. Pruritus became prominent in the last 3 days before his admission.
In his medical history he was treated with suspicion of a streptococcal infec-
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ti on with oral sul bac tam am pi cil lin for 10 days be-
fo re ad mis si on to our cli nic and fe ver per sis ted.
When as ked, the pa rents re mem be red that he had
red eyes at the be gin ning of all his comp la ints. On
ini ti al physi cal exa mi na ti on, his tem pe ra tu re was
38.5°C, res pi ra tory ra te was 36 bre aths/min, and
pul se ra te was 125 bpm and re gu lar. Mar ked he pa -
to me galy and ten der ness at the right sub cos tal re-
gi on was de tec ted. Both the oro farynx and the
con junc ti va we re all nor mal in the cur rent ad mis -
si on with no lympha de no pathy. With furt her phys-
i cal exa mi na ti on the next day in the sun light, very
mild des qu a ma ti ons on the trunk, scro tum, palms
and so les po in ted out Ka wa sa ki di se a se in the pa ti -
ent (Fi gu re 1). In la bo ra tory ob ser va ti ons comp le te
blo od co unt re ve a led; Hb: 10.6 g/dL, MCV: 69.4 fl,
eryt hrocy tes 4.53 x 106/mm3, WBC: 11600/ mm3,
pla te lets 529 x 103/mm3 with dif fe ren ti al co unt of
56% poly morp ho nuc le ar le u cocy tes, 30% lympho-
cy tes, and 4% mo nocy tes. Eryt hrocy te se di men ta -
ti on ra te (ESR) and C-Re ac ti ve pro te in (CRP) we re
mar kedly ele va ted which we re 120 mm/hr res pec -
ti vely; se rum AST: 285 IU/L, ALT: 166 IU/L, ALP:
1420 IU/L, GGT: 652 IU/L, to tal bi lu ri bin 1.74
mg/dL, con ju ga ted bi lu ri bin 1.12 mg/dL; se rum
amy la se, li pa se, PTT, INR and NH3 le vels we re de-
tec ted in nor mal ran ges. Cul tu res of blo od, thro at
and uri ne we re all ne ga ti ve ru ling out a bac te ri al
in fec ti on. An ti strep to li sin O was al so de tec ted as

150 Todd Units wit hin nor mal ran ges for the pa ti -
ents age. He pa tic vi ral se ro logy inc lu ding an ti bo di -
es to he pa ti tis A, B and C vi rus we re all ne ga ti ve
ex cept an ti-Hbs an ti body which was hig her than
1000 IU/l re gar ding the pa ti ent had be en im mu ni -
zed aga inst he pa ti tis B. Se ro lo gi cal tests for EBV
IgM and IgG an ti bo di es and early an ti gen as well
as CMV IgM and IgG we re all ne ga ti ve. Ab do mi -
nal USG sho wed he pa to me galy, di la ta ti on of the bi -
li ary tract in the left lo be of the li ver and hydrops
of the gall blad der (Fi gu re 2). 

The ec ho car di og raphy was nor mal at the ti me
of di ag no sis. In tra ve no us Im mu nog lo bu lin 2 g/kg
was in fu sed over 12 ho urs. Ur so de oxy cho lic acid
was star ted. As pi rin tre at ment was de la yed un til the
dec re a se of he pa tic enz ymes and then star ted at a
do se of 5 mg/kg. Du ring tre at ment, sup ra pu bic pa -
in oc cur red and las ted for two days. They uri naly -
sis and and uri nary cul tu re was un re mar kab le. Two
con se cu ti ve ec ho car di og rap hic in ves ti ga ti ons with
an in ter val of fif te en days sho wed no co ro nary ab-
nor ma li ti es. He pa tic enz ymes re tur ned to nor mal
ran ges in a we ek. He pa to me galy and hydrops of the
gall blad der di sap pe a red in two we eks. As pi rin tre -
at ment was plan ned to be con ti nu ed for 6 we eks.
On the third we ek hydrops of the gall blad der was
re cur red and re ma i ned unc han ged with nor mal he-
pa tic enz yme le vels for a month. Af ter the end of
the se cond month from the tre at ment ALP, GGT

a b

FI GU RE 1: Ul tra so nog rap hic ap pe a ran ce of acu te gall blad der hydrops in the sa me pa ti ent. (1a) In cre a se in lon gi tu di nal and ho ri zon tal di a me ters of the gall blad-
der with hydrops. (1b). Mi ni mal di la ta ti on of the bi le ducts of the left li ver lo be.
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and ESR we re all in cre a sed two fold. Pul se methyl
pred ni so lon was star ted at a do se of 30 mg/kg for 3
days. Af ter 3 days, hydrops was di sap pe a red aga in.
Pred ni so lon was star ted at a do se of 0.5 mg/kg/day
be si des ur so de oxy cho lic acid and as pi rin tre at ment.
Ec ho car di og raphy was nor mal at the ti me of re lap -
se. Af ter a month of fol low-up hydrops was aga in
re cur red. Pred ni so lon was stop ped by the fa mily
out of or der du ring this pe ri od and as pi rin and ur-
so de oxy cho lic acid was con ti nu ed. Pred ni so lon was
ad ded aga in to this com bi na ti on and hydrops of the
gall blad der was di sap pe a red af ter 2 months of tre -
at ment. Then, all of his drugs we re dis con ti nu ed
and the pa ti ent is di se a se fre e for 3 months. In for -
med con sent for the re port was ob ta i ned du ring the
first hos pi ta li za ti on pe ri od. 

DIS CUS SI ON

The re al in ci den ce of Ka wa sa ki di se a se in Tur key
and Midd le East is unk nown. It is re por ted abo ut
3000 an nu al ca ses in Uni ted Sta tes and mo re than
170.000 ca ses sin ce 1960s in Ja pan.1 Hydrops of the
gall blad der du ring Ka wa sa ki di se a se we re re por ted
re la ti vely ra re from dif fe rent co un tri es and one of
the se ca ses was a 5 ye ar old boy who was the only
pa ti ent re por ted from our co untry in the past.3-8

The di ag no sis of Ka wa sa ki di se a se de pends on
clas sic cli ni cal cri te ri a.1,9 Fin dings of at le ast 4 of
the 5 prin ci pal cri te ri a ha ve to be pre sent for the
di ag no sis of Ka wa sa ki di se a se. The se are con jun ti -
val in jec ti on, mu co sal le si ons of orop harynx, chan -
ges of pe rip he ral ex tre mi ti es, rash and cer vi cal
ade no pathy gre a ter than 1.5 cm with per sis tant fe -
ver las ting for mo re than 5 days and exc lu si on of

the ot her di se a ses ca u sing the se cli ni cal fe a tu res.
Ac cor ding to the a ge ne ral clas si fi ca ti on which was
re por ted as ‘E ULAR/PRES en dor sed con sen sus cri-
te ri a for the clas si fi ca ti on of child ho od vas cu li ti des’
by Ozen et al, two mo di fi ca ti ons we re ma de (Tab -
le 1). The pre sen ce of pe ri ne al des qu a ma ti on was
ad ded to the cri te ri on des cri bing chan ges in the ex-
tre mi ti es. Fe wer than fo ur of the re ma i ning fi ve
prin ci pal cri te ri a was ag re ed to be suf fi ci ent for the
di ag no sis of Ka wa sa ki Di se a se in the pre sen ce of fe -
ver and co ro nary ar te ri al in vol ve ment de mons tra -
ted by ec ho car di og raphy (Tab le 1).9 In our pa ti ent,
the di ag no sis is only sus pec ted in the su ba cu te pha -
se upon the me di cal his tory which re ve a led the
pro lon ged fe ver, phary nge al and con junc ti val in-
jec ti on and rash as well as the des qu a ma ti on of the
skin which was de tec ted at the ini ti al physi cal ex-
a mi na ti on. 

Alt ho ugh no spe ci fic la bo ra tory test exists for
Ka wa sa ki di se a se, ul tra so nog rap hic fin ding of gall
blad der hydrops hel ped us to sus pect the di ag no sis
in this pa ti ent in the su ba cu te pha se. Be si des, re-
mar kab le chan ges such as mild throm bocy to sis, el-
e va ti on of acu te pha se re ac tants and the li ver
enz ymes which are the la bo ra tory signs of a cho les -
ta tic li ver di se a se ma de us to ma na ge this pa ti ent
as a pos sib le ca se of Ka wa sa ki di se a se.10

Ot her ca u ses of gall blad der hydrops in child ho -
od are syste mic di se a ses such as He noch-Schön le in
pur pu ra, sick le cell he mog lo bi no pathy, pol yar te ri tis
no do sa, nep hro tic syndro me, le u ke mi a, burn in jury,
acu te pan cre a ti tis and me di ter ra ne an fe ver. Bac te ri -
al in fec ti ons li ke GABHS (scar let fe ver, ery si pe las),
Gro up B strep to coc cus, Lep tos pi ra, Pse u do mo nas,
Sal mo nel la typhi and pa raty phi, Mycop las ma pne u -
mo ni a e; vi ru ses li ke Eps te in-Barr vi rus, he pa ti tis A,
he pa ti tis B, cyto me ga lo vi rus and hu man im mu no -
de fi ci ency vi rus and ot her mic ro or ga nisms li ke As-
ca ris and Cryptos po ri di um we re re por ted to ca u se
gall blad der hydrops.11 Cli ni cal and la bo ra tory ob-
ser va ti ons for the ma jo rity of in fec ti o us and ot her
syste mic ca u ses we re un re mar kab le in this pa ti ent
so Ka wa sa ki di se a se was sus pec ted.

High do se as pi rin and IVIG in fu si on is the
stan dard ca re of acu te Ka wa sa ki di se a se as so on as
pos sib le and pre fe rably wit hin 10 days of di se a se

FIGURE 2: Desquamation of palms and soles in the patent with Kawasaki
disease. 
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on set.1 For the tre at ment of our pa ti ent , alt ho ugh
in the su ba cu te pha se, IVIG in fu si on was star ted at
a do se of 2 g/kg for 12 ho urs. High do se and early
as pi rin use was not pos sib le in this pa ti ent be ca u se
of ele va ti on of li ver enz ymes. Af ter the re co very of
li ver enz ymes, ma in te nan ce do se of 5 mg/kg as pi -
rin was app li ed and con ti nu ed. Af ter 3 we eks,
when hydrops re-oc cur red and ele va ti on of acu te
pha se re ac tants de tec ted, re-tre at ment with cor ti -
cos te ro ids led to re so lu ti on of both the li ver enz -
ymes, CRP, ESR and fin dings of USG in the pa ti ent.
In so me ca ses, high do se methyl pred ni so lon was
re por ted as a part of ma na ge ment and ac hi e ve a go -
od res pon se in so me ca ses of ref rac tory Ka wa sa ki
di se a se.1 Ref rac tory co ur se in our pa ti ent sho uld be
du e to both la te ad mis si on of pa ti ent to our hos pi -
tal and inef fec ti ve early tre at ment. Lack of as pi rin
tre at ment be si des IVIG be ca u se of cho les ta tic li ver

di se a se at the be gin ning of our fol low-up may be
an anot her ca u se for re lap se. 

Sur gery was an oc ca si o nal tre at ment of cho i ce
in se ve re ab do mi nal di se a se in Ka wa sa ki.6 But ma -
na ge ment with se ri al ul tra so nic eva lu a ti on and clo -
se cli ni cal mo ni to ring is al so a sa fe met hod for
tre at ment of this en tity.6 Cor ti cos te ro ids alt ho ugh
not a stan dard ma na ge ment, IVIG in the su ba cu te
pha se and stan dard long term as pi rin tre at ment was
ef fec ti ve in our ca se es pe ci ally in the ca se of ab do -
mi nal di se a se. 

Ka wa sa ki di se a se is im por tant be ca u se of se ve -
re car di ac comp li ca ti ons. Exa cer ba ti ons of the di se -
a se are not in fre qu ent. Ab do mi nal symptoms and
cho les ta tic li ver di se a se sho uld be kept in mind as
a re la ti vely ra re pre sen ting sign for the emer gency
ro om staff and ab do mi nal USG may be help ful for
de tec ti on and fol low-up af ter me di cal tre at ment.

Fever persisting for at least five days (mandatory criterion) plus four of the following five features:

Changes in peripheral extremities or perineal area

Polymorphous exanthema

Bilateral conjunctival injection

Changes of lips and oral cavity: injection of oral and pharyngeal Mucosa

Cervical lymphadenopathy

In the presence of coronary artery involvement (detected on echocardiography) and fever, fewer than four of the remaining five criteria are sufficient 

(the exact number of criteria required is to be defined in the validation phase).

TABLE 1: Classification criteria for Kawasaki disease.

1. Row ley AH, Shul man ST. Ka wa sa ki Di se a se.
XV rhe u ma tic di se a ses of child ho od (con nec -
ti ve tis su e di se a ses, col la gen vas cu lar di se a -
ses.). In: Behr man RE, Kli eg man RM, Jen sen
HB, Stan ton BF, eds. Nel son Text bo ok of Pe-
di at rics. 18th ed. Phi la delp hi a: Sa un ders; 2007.
p.1036-41.

2. Ser da roğ lu E. [Syste mic vas cu li tis]. Tur ki ye
Kli nik le ri J Pe di atr Sci 2008;4(3):79-106.

3. Ja wad NH, Shal to ut A, al-Mo mem J, Na har A.
Ka wa sa ki di se a se: clus te ring in in fants and
pre-scho ol chil dren in Ku wa it. Ann Trop Pa e -
di atr 1997;17(1):33-7.

4. Ma lik AS. Ka wa sa ki di se a se in Ma lay si a. Ann
Trop Pa e di atr 1996;16(3):213-20.

5. Gu ru raj AK, Ar ri fin WA, Qu ah BS. Hydrops of
the gall blad der as so ci a ted with Ka wa sa ki syn-

dro me. J Sin ga po re Pa e di atr Soc 1989;31(1-
2):93-6.

6. Sudd le son EA, Re id B, Wo ol ley MM, Ta ka -
has hi M. Hydrops of the gall blad der as so ci a -
ted with Ka wa sa ki syndro me. J Pe di atr Surg
1987;22(10):956-9.

7. Wirth S, Ba u mann W, Kel ler KM, Dit trich M,
Mün te fe ring H. [Ka wa sa ki syndro me with acu -
te gall blad der hydrops--ca se re port and re vi ew
of the li te ra tu re]. Klin Pa di atr 1985;197(1):68-
70.

8. Coş kun Y, Bay rak ta roğ lu Z, Gö kalp A, Cil A,
Oz kut lu S. Ka wa sa ki di se a se as so ci a ted with
gall blad der hydrops. Turk J Pe di atr 1995;37
(3):269-73.

9. Ozen S, Ru per to N, Dil lon MJ, Bag ga A, Bar-
ron K, Da vin JC, et al. EU LAR/PReS en dor -

sed con sen sus cri te ri a for the clas si fi ca ti on of
child ho od vas cu li ti des. Ann Rhe um Dis 2006;
65(7):936-41.

10. New bur ger JW, Ta ka has hi M, Ger ber MA, Ge-
witz MH, Ta ni LY, Burns JC, et al.; Com mit tee
on Rhe u ma tic Fe ver, En do car di tis, and Ka wa -
sa ki Di se a se, Co un cil on Car di o vas cu lar 
Di se a se in the Yo ung, Ame ri can He art As so -
ci a ti on. Di ag no sis, tre at ment, and long-term
ma na ge ment of Ka wa sa ki di se a se: a sta te -
ment for he alth pro fes si o nals from the Com-
mit te e on Rhe u ma tic Fe ver, En do car di tis, and
Ka wa sa ki Di se a se, Co un cil on Car di o vas cu -
lar Di se a se in the Yo ung, Ame ri can He art As-
so ci a ti on. Pe di at rics 2004;114(6):1708-33.

11. Ab dul lah A, Sin ger JI, Ko ontz S. Right up per
qu ad rant mass. Pe di atr Emerg Ca re 2007;
23(7):495-7.

REFERENCES


