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l ntrod ucticm 

Gonadal dysgenesis was first described 
by Morgagni in 1768. Later on several 
workers reviewed the· literature and 
studied cases already reported and pre
sented new cases. Here is reported one 
such case associated with cirrhosis of 
liver 

�C�A�S�~� REPORT 

The �p�a�t�i�~�n�t�,� V . female aged 18 years pre
sented with complaints of failure to menstruate, 
besides anorexia. vomiting and pain in abdo
men since the �a�g�~�>� b£ 2 years. She was the 
eighth sibling. Her mother had died of cancer 
after a �p�r�o�l�o�n�~�e�d� treatment when the patient 
was in her second year of life. She was pre
maturely born. Her fa1her was an old man 
suffering from hypertensive heart disease. 

The patient under report was a short statur
ed, short necked, having a shield-shaped thora': 
cubitus valgus, and very short nails. Her arms' 
span was 57!" while her height was 56''. Secon
dary sex characters were not developed, breasts 
being represented by 2 small nipples and the 
axillary and pubic hair being absent. Hyper
trichosis was also there giving a hairy appear
ance. Her I. Q. was average. Liver was en
larged 2'' below the right costal margin, firm, 
not tender. Pelvic examination revealed hypo
plastic female external genitalia and small cer
vix and small uterus. Routine investigations 
gave normal findings. Karyopyknotic index 
seen in vaginal smear was 15, and cervical 
mucus failed to show fern pattern on drying, 
Endometrium was very scanty and showed pro
liferative phase. 

E'rom: Department of Obstetrics and Gynae
cology, S.M.S. Medcal College (Zenana, Hos
pital), Jaipur. 

Accepted fo'r publica.tion on 23-4-80. 

Basal Body Temperature curve was \Ut1phas1c. 
Sex chromatin was positive for female. Dermal 
Ridge Counts were 169. Glucose tolerance test 
showed a hyperglycemic type of curve (fig. 1). 

Glucose Toler>snce Test at Cac;e NO 

Showing Hype,..glycemic curve. 
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'l'he urinary 17-ketosteroids · we:te 1.4 mg/24 
hours, while the Iodinel31 uptake study report 
was euthyroid. Liver funi! tions were impaired 
in the form of raised alkaline �p�h�o�s�p�h�a�t�a�s�e �~� 
Liver biopsy done on 19th December 1978 show
ed postnecrotic cirrhosis. X-Ray of �s�k�~�l� s.hnw
erl normal sellaturcica. 

Karyotyping and hormonal �~�t�i�m�a�t�i�o�n� of 
pituitary functions were not done because of 
lack of facilities. 

Barium meal study revealed megalobulbw 
duodenum, 
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Comment 

The term Gonadal Dysgenesis was im
parted by Grumbach et at, in 1955, to a 
case with stunted growth, sexual infanti
lism, somatic abnormalities and streak 
ovaries. Various somatic and visceral �a�b�~� 

normalities have been associated with the 
condition. But cirrhosis of liver associated 
with · gonadal dysgenesis is unknown. 

Initially, the cause was attributed to 
chromosomal pattern XO which was 
characteristic of Turner's syndl"'me (Ford 
and Jones, 1959). Ever since then how
ever , many cases have been reported as 
gonadal dysgenesis with positive sex
chromatin bodies, which could be explain-. 
ed on the basis of mosaicism. 

Dermal Ridge Coufit is a part of Der
matoglyphic and its clinical application 
has been suggested in 1966 by Valentine. 
In the present case it is 169 which is much 
above the normal counts (128) for a 
female. In the Valentine Series a case of 
Turner's Syndrome had 180 counts. 

The mild oestrogenic effect and low 17-
ketosteroid excretion in urine is sugges
tive of suppression of gonad and adrenal 
cortex by way of pituitary. 
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The presence of cirrhosis has worsened 
the prognosis of this case. Oestrogen could 
not be given to maintain normal vaginal 
mucosa and to induce mensn:uation be
cause oestrogen is known to precipitate 
jaundice when given to women with 
chronic liver disease (Bearn et at, 1956 
and Green and Rubin, 1959). She was 
discharged on good nutrition and �a�n�t�i�~� 
anemics only. 

Summary 

A case of gonadal dysgenesis with 
congenital cirrhosis of liver has been re
ported. 
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