A 15-year-old girl with chronic hepatitis
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>> 6 Lfaudowin lsawentna (31 aa 48) dihalfsnuawlsmennadhadase 3aw 10 aSesiaiu onewen dun 2
AasETw EwiBaasenL D AT Riwiea [l asadanma BW 29 an Ht 155 cm, afebrile. not pale, mild
jaundice, CV'S: PSM gr 3/6 at LUSE, respiratory systern-normal, abdomen: liver 3 cm énnin RCM (liver
span 12 cm). soft consistency. spleen-not palpable ww investigation yITaTEareoy

CBC: Hb 116 gid WEBC 9300/cummm (NS7. L1171, M1 ALTT), PRt 301.000/curmm

Electrolyte Na 136 mmoal/L. K 447 mmoal/L, G107 mmol/L, C02 257 mmol/L. BS 60 mg/fdl
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HbsAg-negative, Antl HBs-negative, Antl HBEC-negative. HAN [gM-negative

Anti-OMA-negative, Anti-sm Ab-negative, Antl ENF-negative
Thyroid micosomal Ab-negative, thyroglobulin Ab-negative

Eve examination- normal, Echocardiography- normal

tthal g unnsitiasein du acute hepatitis waz | é5unsSnun laans 1 hydration, hydrocortisone stress dose
(fithhadl underlying Addison's disease) 1o admit ennnsiitu Lddiuwioaennios lddeduld o Saw wazils
snfimensanmIanuikiEilend dihesuned Tdfiwiaasniniae i1 US abdomen -unremarkable liver, gall
bladder and commaon bile duct

>> 5 L fiaudewin lsawenuna (29/11/48-3/1/49) thhaiannsent Saw cnavwan dowwda Ladiuse fuviaasniviing
pam=ildde lalidld seuusnlieulsawenunananila a5 anawy icteric sclerae, liver 4 cm énnn RCM 4
mild tendemess at epigatrium sawiiulé investigation =

CBC: Het 3228 WEBC 9300/cumm (M43, L41), Pit 226 000/curmm

LFT AMG 2.8/2.8 gidl AP 106 1U/L AST/ALT 108/54 |U/L. TB/DBE 6/2 mg/d
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LEsumssnending paracetarnol, maotilium, buscopan, alum milk, ranifiding was refer sl savenurm §in

AlsawenunaLdin (4/1/49) wamsesamatiead§iiEins filsawenunay fintasiiuwerin CBC: Het 28%, WEBC 7010
(N71. L23. M4, E2). Fit 210.000/curnm, LFT A/G 2.9/3.0 g/dl, AP 146 [UJL ASTIALT 7350 UL TE/DE
1610077, GGET 1390 UL coagulogram-normal, US abdomen: mild hepatosplenomedgaly, edema wall
of gallbladder fiagithesn follow up wdneamsiada i

>> 4 Fudeuan lsanwanna gihafifiedls snubufizaasthefiead fnnalessrri v g we g ldfthednlufle

At ] = At B =l B i = 1
fntheraufue s thefuas S f51 wisdszano 2 wfl vwedathasnnauwdaafisenwnsidendes walalideen veu
vvitae weueus il lafdnavan Lafefunld o Saw Ll oans=Biviioadnd teenzdnd 1ailiviag

o 1 =l 1 -n: 1 .E 1 =% 1 1 .ﬂ= f'.n..n. L 1 = :-ﬂ:
> huﬂaumiﬁqwmmaul*ﬂmﬁ] R a it ﬂﬂLLHH‘]ﬁL’JmEL'E]ﬁWEIIﬂﬁQTﬂ Tl wariiannmastiada i L
Poafied e HS R s

Fast history:

= aall =i a o= ] = = 1 il . - .
o 11 4 LFiew snesatiEnndug o snurainfisss ddeng Ses hyperpigrmentation with delayved
1 P T | - - 1t | =4 . . N o
development léBumsiftadiainu i Addison disease e hypoglvcemia wes hvpovolemic shock aasiing
t prednisolone ua: b un.
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Fhivsical examinantion

GGA A Thal qifl, hyperpigment skin, drowsiness
Yital signs: BF 95/59 mmHg. PR 72 fmin, BRR 20 /min, BT 383 C

B 36 kg, Ht 163 om

HEEMNT: mildly pale. mild icteric sclera, tonsils and pharyri- not injected, cervical LN- not palpable. thyroid
dland- not enlarged, no oral ulcer, no neck veln engorged, Normal nose and ears

Lungs: normal breath sounds

Heart: FMI at bth [CS. midclavicular ling, no heaving. no thrill, PSM gr 2/6 at LUSE

Abdormen: marked distension, soff. generalized fendermess, no guarding. no rigidity, shiffing dullness-
positive, liver 3 cm below RCM (liver span 12 cm), spleen not palpable, normal bowel sounds, CWA not
tender

Extremities: pitting edema +1

Skin: no malar rash, no palmar eryvthema, no spider nev

Meuro exam: Stiff neck - negative, motor gr’ all, OTR +2 all, EBK-plantar response, clonus- negative

Irrvestigation:

CBC: Hb 826 g/dl, Hct 26 222, WEC 3640/curmm (N40, L51, M8, E1), Pit 143900/curmm, MCW 101 5,
MOH 319 MOHC 31 4, ROW 195, aniso T+, poikilo 1+, hypochromia 1+

UA spgr. 1.010, pH &, protein-negative. glucose-nedative. no cell

Electrolytes: Na 137 mmol/L, K 3.6 mmol/L, T 104 mmol/ll, COZCP 24 5 mmaol/L
Total Ca 2.1% mmol/L, FO4 3.34 mag/dl. Mg 0.85 mmal/L

LET: AfG 197438 gidl, AP 107 1USL, Chol 115 magfdl, ASTALT 11936 (UL TE/DE 1.84/0.99 rgid

FT 21 3sec FIT47 3 sec, INE39, TT 8.4 sec

FProblem lists:

Chronic hepatitis/cholestasis, caused?

Differential diagnosis

1. Chronic hepatitis Cinfection

2 Adtoimmune hepatitis

= %Wilson's disease

4. Drugrinduced cholestasis (?prednisoloneg)
b Choledochal cyst

6. Sclerosing chalangitis
Progession:

Antl HCW=- negative

AMA-negative, Anti-DNA-negative. Antl Sm-negative, Anti RNP-negative, Anti smooth muscle antibody-
negative, Anfi-LKM-negative

ESE 111 mmih

Serum Cu 139 .45 mcg/dl (80-155). Serum ceruloplasmin 0.119 g/L (0.2-0.6). Urine Cu 1589
mcg/day

Eye examination - KF ring positive

Direct Coomb’s test - negative

CT whole abdomen: inhomogeneaus density of liver without abnormal enhancement, infiltrative
disease of liver or fatty change is possible. Splenomegaly. Minimal fluid collection outside 1o gall bladder

Echocardiogram: ASD secundum 13 mm, mild ME, mild TR, mild AR, mild Pl. BAE, RVE

BM aspiration: nomocellularity, Megakaryocyutes-normal, M E L 36:62:2, there is hemophagooyosis
IMF: Hemophagocytosis lyrmphohistiocytosis- secondary caused? (RJO autoimmune disease)

Clinical course:

tihel f5unnsifiase i Addison disease with Wilson disease

Treatment:

D-penicillamine, vitamin B, ZnS04

At the follow up:

CBC: Het 39728, WEBC 4100/curmmm (ME0, L35, M2), Pt 106,000/cumm

LFT: AMG 3.4/3.3 gidl, AF 241 UL Chol 203 mgfdl, ASTALT 37735 [UIL TB/DE 1.54/0.86 mg/dl
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Wilson's disease





