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CASE I :   

The pati e nt , a 54 year o ld  female, was f i rst admitted to  
on  1959 , with the c hief comp laint of itch ing. The pat ient is a domest ic and con­
side red · herse lf to be in good general hea lth unt i I  1958, when she not ed t he onset of 
itching . Prur itis bega n in the feet and over a per iod of 2 to 3 weeks, grad uall y extended over 
the entire body i nclud ing the face and palms of her ha nds . Althoug h the pruri tis has been 
constant s ince onset , it has f luct uated in intensity. At the t ime t he prur itis started, the 
patient a I so not iced t hat her eyes were ye l I ow, her ut .. i ne bee- me dark and stoo Is became a 
I ight br own col or . The deg r ee of scleral icterus , darkness of ur i ne color a nd stool color has 
varied inter mi ttent ly since onset . At no time has t he patient had anorex ia, nausea, vomiting, 
change in appet it e, nor int ol e rance t o any type of food, She has never had a bdominal pain. 
Prior to onset of her i II nes s , t he patient specif ically den ied inges t ion of any drugs. She 
was not in contact wit h jaundiced peo ple and had no good history of ex posure to hepatotoxins. 
Afte r her s ymptoms st arted, t he patient employed a variety of drugs inc ludi ng 666, Pinkham's 
Compound , mi ld Nervene, a beez-wine iron tonic, and others, the ident ity of which are not 
known. In a s s ~ci atio n wi t h the pr esent i I !ness, t he pat ie nt lost ap prox imate ly 30 lbs. 

On physical exami nation, the pat ient was in no distress. She showed evidence of recent 
weight loss but did not appear ma l nouri s hed . Blood pr essure was 170/1 !0, pulse 72, tempera­
tur e 98.6°, respi r at ions 18 , Sclerae were icteri c; fundi s howed arter iolar narrowing, 
tor tuosity and minimal AV nicki ng ; several smal I nodes were found i n the left posterior cer­
vical region, a few in the r ight su praclav icula r reg ion. Sk i n was dry and darkened; there 
were scatter ed excor iations, par ti cularl y over t he arms. Lungs were c lea r to pe r cussion and 
ascultation. Heart : Le ~ t bor de r of card iac dul I nes s percussed I em. out s ide the left mid ­
clavicula r I ine i n the 5th i ntercostal space. Reg ular si nus rhythm. A~> P2 • Grade 2 
systol ic murmur local ized to t he a pex , Abdomen was relaxed with a mi di 1ne s upr apub ic scar 
(hyste r ectomy 27 years ago). Liver was 2-3 fb . beneath t he ri ght costal margin in the mid­
c lavi cul a r l ine ; it was f i rm a nd sli ghtly tender. The-l iver edge was s ha rp . Spleen tip was 
pa l pable at t he costal margi n . No ascites was present. Extremi ties we re nor mal ; specifically, 
no edema or c lu bbi ng was noted . A 4-day oral cholecystogr am reveal ed fi I I i ng of the gal I 
b ladde r with diminished opacification . Gal I bladder cont r acted followi ng ingestion of a 
fatty meal . Cyst ic and common ducts were demonstrated to be of normal cal iber and no s igns of 
cho I e I i th i as is. 

Despite t he demonst ratio n of patent bi i iary tract by x~ray, the patient was subject ed to 
su r gery on , 1959. Liver was found to be en iarged a nd not nodular , gal I bladder was 
of normal s i ze , no stones wer e f el t, cysti c and common ducts were norma l . A cho langiogram 
performed at the t ime of su r gery following open i ng of the common duct r evealed a normal ductal 
system. A lymph node measur i ng 2 x 3 em. found at the dista l end of t he common duct was not 
felt t o be compr essing the common duct ; it was r emoved and r evealed hyper plastic changes. The 
first I iver bi opsy was a surgi cal one take n at the time of this explorat ion. 

Course has been marked by fat igue, prur .it i s and pr·ogress i ve wei ght I oss. Ser um b i I i rubin 
i ncr eased nota bly in  196 1 and has remained el evated since 
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Sc 2 ~  
~~~  

This 40~year-old WF was .::~dmltted to fo ~· the 3rd and fina! admiss ion on /62 because 
of fever and na usea , of 2 days 1 durat i n. She exp i red on /62. 

The perti ne nt medica l history dat e s to !955. At t hat time the patient developed increased 
ervousness , weakness and intermittent nausea wi hout vomit i ng . This was at tribut ed to a con­
~ernplated change i n r·eslde nce fr·om a small town -to , a change wh ich was unhappil y 

11
t i c i pated by the pati ent. Because of these symptoms , she vis ited a  who pr escr ibed Thor-azine, 

:osage unknown . She took this med ication regul a, ly for 3 t o 4 weeks . Aft er one week the patient 
~ted the a ppeara nce of i t ching, jaundice, pale stool s and dark urine . Never the les s , s he con­
tinued to take the Thoraz i ne. Three wee ks later she became violentl y na useated , vom ited repeated ­
lY' had 4 pro longed shak i ng chi I is and was hospita · ized at  Texas. Her attending 
~ysic ia n diag nosed obst ruct ive jaundice seco ndary to Thorazine . The per t i nent laboratory findings 
at t hat time ar e I i st ed on the last page of t he prot oco l . A ga i i bladder series did not visualize 
the gal I b ladder . The pati ent r emained jau ndi ced a nd con tinued to have prur itis. Also , s he 
~ther per si stent ly had 5- 6 st ools/day, often foamy , l ight-colored and foul sme l I ing . In March 
1956, a shor t cour se of stero ids was g ive n wi t hout effect. Approximat~y one year after the 
onset of her iI I ness , t he pati e nt deve loped a ge neralized nodular eru pt ion which waxed and waned, 
~casiona l lv nod ul es br eak ing open and di scha r gi ng a yellow subatance. Her skin grad ua lly became 
rough and t hickened, espec ia ll y i n areas exposed t o suni ight . The patient over the ensuing 
years received numerous drugs i nc lud i ng v itamin D, v itamin K and estrogens. I n 1958, the 
~tient fel I, f racturi ng her pe lv i s , r ight h ip a nd ieft ti bia. She was hos pi ta lized at St. 
Joseph's Hos pi tal in For t Wor th, where many xant homata were noted , as well as hepatos plenomegaly . 
As a result of the labor atory data (s hown on t he last page) plus t he cl l nica l pictur e, a diagnosis 
of xanthomatous bi I iary ci rrhos is was made. X=rays revealed di f f use r a refact ion of bone. Late 
in 1958 the patient f ractured her I eft rad ius and u Ina. Poor hea · i ng of a I I f r actu res was 
observed . Si nce 1958 the pat ie nt was confined to a wheel chair. 

The pat i enr t ook no medications from ! 958 to 1960 because of prev ious disa ppointing resu Its . 
In September 1960 , s he was r eferred t o Dr. Jean Wi ~son for evaluation . 

jst  Admi s s ion, /60~ H>S as above p!us the fo! lowing poi nts : Skin erupti on had sub­
sided consider ab ly . Pruritis rema i ned as did d iarrhea . Initial wei ght lcs 3 of 25 lbs. had not 
prog r essed. Abdomen had gradually enlar ged for 4 years . No h istor y of pr evious episodes of 
jaundice ora l le r g ies, No fami iy h is t ory of liver disease or jaundice. Patient did not drink 
alcohol. No hi story of a bdom inai pain. PE: VS WNL; skin roughe ned and t hickened over exposed 
areas . Numerou s 1/ 2 to 3/4 em. subcut aneous nodu les, primarily over the face, back and arms; 
Sc lerae icteri c . Liver and s pleen bot h down 4-5 fb . be low res pective costal margins, non-tender; 
no asc ites ; diff use decreased musc le mass a nd 'im it ation of movement of both hips and left knee. 
1ab data~ Hemog lobin I! . 7, WBC 5,900 wi th 75 pol ys, 2 bands, 23 lym phs. UA: Occ . RBCs and 
WBCs , BUN 18, FBS 75, Ca 8.7, P 3 .! . Liver bi ops 'i, was intet-preted as com patible with post - necroti 
Ci rrhosis. The patient was placed on ca lcium balance st udies and eventua l ly discharged on 
Vitamin D 50,000 u, Ca lact ate 3 .6 gm. and NH4CI 0 .6 gm. per day. 

Af ter i nitiat ion of the rapy, t he pat ient's strength im proved , steatorr hea su bs ided. However, 
~ca use of fail ur e to note si gnif icant lmp ovement in t he bone disorder , she was r eadmitted for 
further Ca s t ud ies on , 196 1. She was discharged on 250, 000 u Vitami n D/day in . 1961. 

3rd  Admis sion , /62 : The pat ient's condit ion rema i ned unchanged unti! 2 days pta. 
At that time she was s tar ted on chloroquin 250 mg. bi d; t he 1st day on th i s drug, the patient 
had 3 loose BM's. The day pta the pati e nt devel oped feve r to 101° , r ecurrent chi I I iness and 
na usea. With the onset of fe ver, t he patient noted swe l I i ng of the face , hands, abdomen a nd 
feet . Sore ness in t he ri ght upper arm appeared 2 days pt a . Only other symptoms were a chronic 
non- pr od uctive cough, r ecent onset of sleepiness, change in co lor of urine to amber and decreased 
Ur ine vol ume the day pta. 
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PE: T 102.80 , BP 130/70, P 108, R 20. Genera l: Mi Id ly agitated and hyperkinetic. Fluid: 
~er;lized I+ edema, including the face, Skin: Coarse, .dry , warm , HEE NT: Fundi WNL. Sclerae 

G~destly icteric. Pha r ynx clear. Neck: Thyro id not fel t . ,9hest: Scattered rates at both 
lfl 585 • Heart: PM I · in 5th I CS at LMC' , Gr.:Jde 2 precordia I systo I i c murmur. Harsh systo I i c 
~:cratch" hear d aT pulmon ic ar~ea. No ga ll op or d iasto l ic sounds . f.bdQ!lliill.: Distended; I iver and 

teen down 405 f b . ? asc ites . Ext.: Tenderness of right biceps wi th no object ive f indings. 
5 p I N + . . DTR I t . I I 3 ~. : o as .er1X 1S. s symme .rt ca y + . 

Course : Examination of a catheter ized urine on admission r evea led it to be loaded with 
bllcte r i a. ~wever , ther e were no GU s ymptoms and it was not thought to be the cause of fever, 
fhe chest f 1lm was suggestive of an early pneumonia and the patient was started on penici I I in on 

. 3 of 4 bl ood cultur es gr ew coagulase-positive staphy lococci res istant to penici II in and 
phci I I in was started on /62. Sputum culture grew coagu lase-posit ive staph, Urine culture 

grew f. £Qll, >500,000/cc. s ensitive to achr omyci n which wa s started on 62. The patient 
became afebr i le after 10 days . Stoo l guaiac was pos it ive , f irst noted on /62, not bloody 
~tarry. Tr ans fus ions we r e g iven. On  the stoo ls became tarry . On , bloody stools 
a~ vomitus we r e observed. A Bl a kemore tu be was passed and bleeding subsi ded , but not immediately. 
The Blakemore t ube was removed after 30 hours. 24 hours later bloody stools r ecur r ed and the 
hemog lobin fe ll further . It was e lected to do a por tacaval shunt on /62. Operative findings 
incl uded 2 I iters of ascites, vari ces in the porta hepati s , portal pressure of 385 mm. before the 
shunt, 270 mm. after ward, The ga l I b ladder a nd common duct were norma l, The I iver was dark green 
a~ finely nodu lar. Blood loss was 4 I iters. Post -op , the pat ient 's condition did not improve. 
She gradually became somnolent star ting on /62 and expired after becoming comatose and 
hypotensive on /62. At no t ime was a clear l iver flap observed. 

Ward Diagnoses : 

I) Xant homatous bi I iary cirrhos i s presumably secondary to Thorazine toxicity) with 
progr essive I ive r fai lure 

2 ) Staphy lococcal pne umonia a nd sept icemia 
3) Gastrointestinal hemorrhage due t o bleed ing va r ices 
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