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XANTHOMATOS IS 

cASE I • 
~ 

     Essent ial Hypercholestero lem i a. 

This 40 yea r o ld  man f i rst noted the appearance of th ickening of the ach i ! les tendons , 
~reu s sen i li s, a nd b i I atera I xanthe I asma at about the age of 34. At ap prox imate I y the same time 
e noted the onset of an i ntermittent "racing" of the heart. He was d iagnosed at that t ime as 
av ing essent i a l hypercholesterolem ia and was subsequently treated with MER-29, nicot i nic ac i d, 
~nd a low fat d iet. Two years ago he began to have attacks of angina on exert io n. On  , 1962 
e deve loped tachycardia, fol lowed by severe chest pain and unrelieved by nitrog lycerin. He was 

subsequently adm itted to a local osteopath ic hospital where he was d i agnosed as having an acute 
yocardi a l i nfa rcti on. The convalesence was compl icated initially by shock wh ich responded to 

48 ho urs o f cont i nuou s vasopr essor administration and 10 days later by a pulmona ry i nfarct and a 
wcond ep isode of shock. He was subsequently d i scharged on pronestyl, thr ombolys in , and tromexan ; 
dter a week at home on complete bed rest he had another ep isode of chest pa in fo l low i ng an ep isode 
o tachycard i a, and he was readm i tted to the osteopath ic hospital where he was told that he had 
ad an extens io n of the i nfarct. He was subsequently referred to the 

 The fa m1 ly history i s g i ven below : 
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f the t ime of hi s adm iss ion revea led a man who appeared much o lde r t han h is age. He had a BP 
~o/60 , gr ey ha ir, b l latera l arcus sen i li s, xanthe lasma, a xa nthomatous p lacque over the r ight 

' llc crest, a xanthoma tuberosum over 'the r i ght e lbow, and th icke ned ach1l Jes tendons. EKG e-
111 ed ST and T wave changes suggest ive of poster ior i schem i a . The rout i ne laboratory stud ies 

,a~e no r ma l . Blood cho leste ro l was 550. He was kept on ant i coagul ants (coumad i n) , s low ly rehab i 1-
~ted , and p laced on an unsaturated fat d iet supp lement wi th 100 gm corn o il per day, and on 
,.oflesty I. 

Si nce h i s i ni t ia l dischar ge i n  he has had two r eadm i ss ions because of a paroxysma l 
raventrlcuiar tachycardi a cul mi nat i ng i n severe ang i na . At the present t ime he is on a r eg ime n 

/ coumadin , per i t r ate, co r n o i I mi lkshakes, d ig ital i s, qu in i d i ne, and nitrog lycer i n; he i s abl e 
wor k 2-3 hours a day . Hi s bl ood cholesterol on  was 200 mgm%. 

 Essent ia l Hypercholesterolem ia. 
6 years PTA, 

This 42 year o ld ma n noted the appea r ance of nodu les over hi s e lbowsjbecomi ng progr e ss i ve ly 
, ger ove r the ensu i ng years. He was placed on a low f at d iet for s ix yea r s and i n add i t ion 
~ate d with thy ro i d (I gra 1n/day for 5 years ) . In 1957 he was referred to Dr . Si perste i n. Hi s 
~iiY hist or y was ent ire ly negat ive. Phys ica l examinat ion r evea led mul t ipl e ye ll ow macu las and 
~pul es over bot h e lbows. The re was no xanthelasma or xanthoma tend inosum. EKG, Ch est x- r ay, CBC, 
~ u ri n a l ys i s were withi n no r ma l l imi ts. The foll ow i ng li pi d va lues we r e obta i ned : 

Cho lesterol 
Tota l fatty ac i ds 
Phospho I i pi ds 

419 mg% (67% ester i f i ed ) N < 300 
3 1 00/~m/ 1 00 ml N 700-2000 ~m/ 1 00 ml 
49 1 /~m/ 1 00 ml N 200-450 ~m/1 00 ml 

was p laced on a hi gh unsaturated fat diet wi th Mazo la o i I supp lements. On thi s r eg imen h i s 
~o l este ro l f e l l prompt ly and was ma i nta i ned at levels wh ich va ri ed f rom 150-250 mgm%; t he xan
~ mata mar ked ly improved , those on the left v i rtually disappear ing. He moved to Formosa for 
1/2 yea rs , and at t he t ime o f h is r eturn, desp i te adherence to h i s d iet , his cho lesterol had 
isen t o va lues which var i ed f rom 4 16-579 mgm%. At the present t i me on cho loxi n and nica lex, as 
elf as t he un satu r ated d iet, hi s serum cholesterols are back to the 200-300 range . 

    Bi I li ary Ci rrhos i s wi th Hypercholestero lem i a a nd Xa nt homatos i s . 

Th i s 39 year o ld woman was f irst seen here i n  !960, havi ng been r eferred by Dr . Lou i s 
~y of . She had deve loped the s i gns and symptoms of bili ar y c i rrhos i s 6 years pre
lous ly whil e on t horaz i ne, and the symptoms of jaund ice, i tch i ng, drows i ness, nausea and vom it i ng, 
~dark urine had cont i nued unabated. About 6 months a fte r the sta r t of these s ymptoms s he was 
Spita !Lzed i n Stephenvi I le and g iven an unsuccessfu l therapeut ic t r i a l of cort i sone. Three 
ears afte r t he onset of he r pr esent i I I ness she was adm i tted to  

 because of the f i rst of ma ny pathol og ical fractures, eventua ll y i nvo lvi ng the left pe lv is, 
19ht hl p, le ft l eg, left a r m, and f i na ll y the left hip . During thi s 1957 admiss'on she was noted 
0 be cover ed by sma ll ye ll ow macu las wh ich erupted i n one area on ly t o s ub s ide i n another. Her 
~le ste rol at that t ime was 1800 mgm%. Du ri ng her subsequent cou r se- and des pi t e a s low deter i 
~t l o n i n hepat ic funct ion, t he e rupt ive xanthomata s low ly subs i ded and fina ll y di sappeared. At 
~t i me of her f"r st v i s i t he r e, the fo l low i ng labor ator y va lues we r e obta ined: 

Cho lestero l 
Phospho l i pi ds 
Tr i glycer i de 

279 mg% (45% esterifi ed ) N ~ < 300 
302 mg% N = 150-350 mg% 
250 mg% N = 0-400 mg% 

1~ se rum cho lesterol r ema i ned wi th in no r ma l li mits unt i I he r death i n the  of 1962. The 
~op sy conf irmed t he diagnos is o f bi li ar y c i rrhos is. 
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