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ABSTRACT

Wilson's disease is a genetic disorder, related to the defective copper metabolism. Accumulation of excessive copper in different body 
organs especially liver and brain results in clinical manifestation. asymptomatic period. It may progress to acute  Typical to this disease is 
liver failure in case of noncompliance to treatment or in the presence of other risk factors. In the past, patient with Wilson's disease in 
reproductive age suffers from subfertility and miscarriages due to excessive accumulation of copper. Chelator therapy in recent past 
revolutionized the treatment of Wilson's disease giving hope to the pregnant couples. Continuation of chelator therapy is 
recommended through out the pregnancy with multidisciplinary approach to achieve the good maternal and fetal out come.
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CASE REPORT

A 36 years old Emirati lady, known case of Wilson's disease was 
under care of Hepatology clinic of Tawam Hospital UAE. 
Diagnosis was established at 8 years of age, in a family screening 
after the death of her sister (11 years old) due to liver failure 
secondary to Wilson's disease. Genetic studies showed she was 
homozygous ATP7B: c2866-2A>G. pathogenic variant was 
identified in interon 12 of ATP7B. She was referred to obstetric 
medicine clinic at 4 weeks of gestation for antenatal care.  She 
was G3P1+1. First pregnancy was spontaneous. Penicillamine 
was discontinued and zinc gluconate was started. Pregnancy 
was uneventful except slightly raised LFT's. She delivered a 
healthy baby at term. Penicillamine was restarted, LFT's 
improved after 1 month but still elevated. She conceived after 1 
year and 1 month of the delivery but ended in spontaneous 
complete first trimester miscarriage.
Current pregnancy was two months after the miscarriage. She 
was under the combined care of Hepatology and OB-Med clinic. 
Penicillamine was discontinued and zinc gluconate was started 
at 4 weeks of gestation. She was non compliant with zinc this 
time despite repeated counseling throughout the pregnancy. At 
23+ weeks her LFT's became high. Ursodeoxycholic acid was 
added by hepatologist. Monthly repeated investigations were 
static. Patient stopped zinc. She delivered after induction of 
labour at 36 weeks due to deteriorating LFT's, coagulation 
profile and leg edema. Blood and plasma products were kept 
ready for the delivery. She had a number of complications.
1- Postpartum hemorrhage: Hb dropped to 7.7 g/dl from 10.4. 

She developed vulval edema, no hematoma.
 Two units of PRBC transfused, inj vit K 10 mg daily to 

improve coagulopathy. Zinc gluconate discontinued   
(contraindication in breast feeding). Coagulation profile 
improved. 

rd2- On 3  postnatal day she developed cervical prolapse 
managed by repositioning of cervix and vaginal packing.

th3- On 6  postnatal day she developed abdominal distension 
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INTRODUCTION

1In 1912, Dr. Samuel Kinnier Wilson described this disorder . It is 
an autosomal recessive trait. Approximately 500 different 
mutations are known in the Wilson gene. Gene mutation causes 
deficiency of Ceruloplasmin (a copper binding protein), thus 
leading to increased deposition of copper in various organs of 
body. Commonest mutation is on chromosome 13 at the site 
13q14.3-q21.1 and that is typically characterized by hepatic and 

2neurological defects .
It presents as liver disease in children and adolescents while in 
young adults as neuropsychiatric illness. Wilson's disease 
should be considered in any individual at any age with 
unexplained chronic liver disease. Hepatic dysfunction is usually 
the first feature, and by the time it presents with neurological 
features, liver cirrhosis already has developed. Untreated 
Wilson's disease usually causes subfertility and in cases where 
pregnancy does occur, it often results in spontaneous 

3miscarriage .  Women can have successful pregnancies with 
multidisciplinary approach and continuation of chelator 
therapy in pregnancy.
We are reporting an interesting case of pregnancy in a patient of 
Wilson's disease who developed acute liver failure after 
delivery due to noncompliance to chelator therapy in 
pregnancy despite regular follow up with multidisciplinary 
team.  Her condition was optimized and she was scheduled for 
liver transplant abroad. Her previous pregnancy had successful 
outcome due to her good compliance to medicines along with 
regular follow up with multidisciplinary team.
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status should be optimized. The treatment must be continued 
through out the pregnancy. The risks of withdrawing treatment 
outweigh those of continuing it. Due to the risk of teratogenicity 
in the first trimester, reducing the dose of D-penicillamine 
during the first trimester is suggested with continuous 

8monitoring in all trimesters . Breastfeeding is not 
recommended while using chelation therapy; although there 
are reports that children breast fed by mothers on D-

9penicillamine had no problems . Proper counseling by 
multidisciplinary team regarding the compliance with 
treatment is mandatory for optimum maternal and fetal 
outcome. In our case, the patient conceived spontaneously 
every time. Her first pregnancy and labour was uneventful due 
to continuation of chelation therapy and gastroenterologist 
input. Her second pregnancy ended up in miscarriage. Her third 
pregnancy had short inter pregnancy interval and despite 
regular follow up with multidisciplinary team, the patient 
stopped treatment and ended up in liver failure, high lighting 
the importance of patient compliance with medicines. 
Pregnancy is not contraindicated EXCEPT in severe liver 
dysfunction. Effective contraception is important for child 
spacing. Multidisciplinary care is the key for successful 
outcome. It is essential to educate the patient for the need of 
lifelong treatment and monitoring, as patients are often relaxed 
about taking medication when they feel well.

CONCLUSION

Pregnancy in a known patient of Wilson's disease is a high-risk 
condition. It is a treatable disease BUT compliance to chelating 
agent is a MUST. 
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and progressive vulval/ leg edema. Albumin replacement 
started. Thromboprophylaxis with enoxaprin and TED 
stockings started. Penicillamine and pyridoxine added. 
Investigations showed some improvement. But she 

thprogressed to acute liver decompensation of 7  postnatal 
day with USG evidence of established liver cirrhosis, signs 
of portal hypertension, significant ascites, and bilateral 
pleural effusion.

 Ascetic tap was done. Diuretic added. With continuous 
treatment and intense monitoring in the high dependency 
unit, patient started improving. Edema resolved 
completely. No pleural effusion on CXR.  Minimum ascites 
on ultrasound. Progressive improvement of LFT's and 
coagulation profile.

thShe was discharged on 13  postnatal day with regular follow up 
appointments. She was scheduled for liver transplant in a 
hepatic transplant Centre abroad.
In her case, acute liver decompensation occurred secondary to 
liver cirrhosis due to non-compliance to chelator therapy in 
pregnancy, pregnancy within short interval (no contraception 
used), subsequent morbidity leading to PPH due to 
coagulopathy, cervical prolapse due to ascites and other 
medications.

DISCUSSION

In pregnancy prevalence of Wilson's disease is estimated to be 
 11:30,000- 1:100,000 live births . Wilson's disease is 

characterized by faulty copper metabolism in biliary apparatus. 
The excessive excretion of copper leads to its accumulation in 
different body organs particularly in liver and brain leading to 

4their dysfunction . 
The Wilson's disease is characterized by liver cirrhosis, 
Kayser–Fleischer rings in Desçemet's membrane of the cornea, 
hemolysis associated with acute liver failure, neuropsychiatric 
disturbances. When untreated, it carries almost 95% risk of 
mortality. Wilson's disease is the predominant cause of acute 

5liver failure in young females (female: male ratio 4:1) . Review 
of literature shows that discontinuation of medications in 
Wilson's disease results in rapid deterioration as it happened in 
our patient who developed liver failure despite regular follow 
up. Acute liver disease and hemolysis may be the presentation 

6during delivery, mistaken for HELLP syndrome . 
With chelation treatment and liver transplantation, long-term 
prognosis is promising and prolonged survival has become the 

 7norm . In general, prognosis depends on the severity of liver and 
neurological disease and compliance with drug treatment, 
which cannot be ignored. 
Family screening of the patients presenting with Wilson's 
disease should be carried out because there are 25% chances of 
a sibling being homozygote and therefore developing clinical 
disease. Genetic testing is recommended to identify 
heterozygote from homozygote siblings. Wilson's disease is an 
inherited disorder. Amongst off spring, the chance is 0.5%. 
Treatment of Wilson's disease is life long therapy. Successful 
treatment leads to improvement of fertility and spontaneous 

2pregnancies . In prepregnancy follow up, patient's copper 
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