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Eosinoph i li e Granuloma 
Case Ill 
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[_ 1-\ ~ t \~ I - I$C' J 
This 14 year ol d negro boy was firs t seen at  in 1945· becau se of a painful 

swelling of the ~humb. At t hat time P.E was negative except for general lymphadeno
pathy of the anterior cervi cal chain . CA- 11.3, P- 5.4, AI~. Phos. - 6.9, Chol. -
125 & 131; bone sur vey normal except for a cysti c lesion of the first metacarpal 
bone of the right thumb. Biopsy of t his lesion revealed lipoid histiocytosis of 
bone,and a course of x-ray therapy was adGinistered to tbe area. 

In  1956, be was Peadmitted for reevaluat ion . P.E. aga in was normal 
except for generalized lympAadenopathy. Bone sarvey again was negative except 
for the previmusly described lesion. Alb. - 4.61, glob. - 2.9, Ca- 10.7, 10.0, 
P.- 5.4, 6.2, Cho l. - 162, Al k. phos. - 19. 0, 13. 5 (all thought t o be POrmal values 
for the age). 

SchUIIer-Christian's Disease 
Caeell2 

This 8 year old negro boy was admi tted to the  beca~se 
of the development of a mass in the ri ght ~st·i etal area, diplop ia, anorexia, headaches, 
and I etbargy. P. E. at the time of adm iss i Otl revea I ed a pu l sat i ng "defect" i n the 
sku I I over the parieta l area, 4 em. in d iameter, d iplopia, and hyperactive DTR's. 
X-rays of the skull revealed a r adioluceRt area in the skull. Exploratory craniotomy 
revealed a necrotic mass in t he area of t~e boy defect , slides of whicb revealed a 
lipid reticuloendotbe li os is of bone . He did well follow i ng surgery and was discharged 
to be followed in tbe OPD. 

In  of 1957 he was seen for followingp headaches aAd diplopia were more 
severe, in spite of t he fact that skull series showed no change. 

Schulter-Christian' s Disease 
Case 113 

This 6 year old negro boy had a left bemitbyroidectomy in 1954 because of an 
Irregu lar enlargement of t he t hyroid; pathologic diagnosis at that time was "chronic 
thyroiditis". In 1955 he was readmitted because of a mass in the right frontal area; 
exp I oratory craniotomy revea I ed •eos i nopb i I i c granu IGma" . X-ray therapy to the sku II 
and the thyroid mass had no obv ious salu~ry effect. Subseq~ently, be developed a 
draimlng otitis of tbe left aar, found oa examiAatien to be secondary to a aranulomatous 
mass of the auditory canal, and in 1956 a large fi rm mass in the area of the right 
thyroid and a granulomatous lesion of t be gums were aoted on P.E. in tbe OPD. 

At this time t he slides from all the previous biops ies were reviewed both bere 
and in another medical center$ the concensus was th~t all t he lesions were identical 
and were typical of eos i noph i l ie granuloma. Subseqaent bqpsy of the gum lesion 
was again interpreted as showing eosinophi lie granu loma. A course of x-ray tberapy 
was given to the mass i n the ear and to t he gum with no obvious evidence of response. 
He has been followed periodica lly in OPD, never hav ing deve loped any systemic 
manifestation other than retar ded bone growth and poor weight gain. · 

Letterer-Siwe 's Disease 
Case 114 

This b®y was first seen at the age of 14 months, developed at the age of 6 months 
a papular skin rash in both l ogu i ~al areas, spreading slowly to involve the axi II~ 
neck, mouth, sca lp, nal I beds ar.td soles of the feet. These lesions progressed to 
ulcerations and became seoondari ly i nfected; subsequently. he deve loped aPrQtuberamt 
abdomen, ,astiag of irhe :extremrtres, and l~ssrtud~. : A .. bJ.opsy of ·a .teslopci>f . ti:le axi I fa 
in another hospital was i nterpreted as reticuloendothe li osis . P.E. revealed a protu
berant abdomen, granulomatous lesions of tbe scalp, neck, axillae, and inguinal areas, 
spler<~omegaly, aAd generalized muscl e wasting. Hgb- 8.2 gm., Chol. - 146. Bone 
survey revealed punched out areas of the s ku ll and lo r<~g bones. A coarse of ster<b,b.d 
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therapy was given with some subsequent Improvement in the ski n lesions. ~e was 
discmarged on steroi ds but di ed fou r mont hs later . 

Gaucher's Disease 
Case #5 

This 59 year ol d wh ite female was i n good health uti 1 1944 when increasingly 
severe pain on movement deve loped i A the r ight upper arm .. x-rays revealed 
calcification in the prox imity of t he shoulder joi nt; a ox of burs itis wa$ made, and 
she was treated with x-ray and novoca i ne i n_f:ect i OAs. Phys i ca 1 exam i net ion at that 
time revealed a palpab le sp lee n but was otherwise normal. Earl y In 1953 the patient 
began to -eomp.,.ain of pain in the left thigh. This was intermittept but increased 
gradt~ally unti I in  of 1954, when severe pa in i R lef t thigh appeared suddenly. 
X-rays .tnen showed an impacted patmologic fracture of t he neak of the left 
femur. The spleen had increased i n s ize and a moderate anemi a was notedo A sternal 
marrow smear at that ti me showed numerous GaucRer eel ls t o be present. Tbe patient 
was treated with P.A.S. 12gm. per day and i n , 1954, a sp lenectomy was 
performed. The sp leen on microscopic exam i nation conta i ned abu ndant Gaucher cells 
and cbemlcal analysis showed e levat ed keras in levels . Th e patient bas not bad 
further borne lesions and he r hemog lob i n bas remained norma l si aae the operation. 



Gener a I RevIews of Ll po·o dos o s 
lo Thannhauser 1 S. J . 9 The lipoidos is 9 Oxford Press~ 1950 o The most complete monograph on the 

subject o 
2. von Creveld , S.a The Li po idosis, Adv. in Ped ., 6, 202 , 1953. An exce l lent and r eadabl e 

rev iew of the c linical-chemical aspects of alI the Li poi doses. 
3 . ThDnnhauser , S. J. , Diseases of the Ner vous System .Associated with Disturbances of Li p id 

Metabo I ism, Met abo 1 i c and Toxic Dis. of the Nervous System1 Assoc. ·for Res. in Nerv.and 
Ment. Dis ., Vo l. 32, 238, 1953 . A short readable review of the I ipoidos is. 

Rev iews of the Chemistr y of the Li pids Invo lved in These Diseases 
4. Rossiter , R. J. , Chemical Constituents of Brai n and Ner ve, in Neurochem istry by Elliot , 

Page and Quastel. c. c. Thomas Pub. 1955. 
5. LeBar on, F. N. and Folch, J ., Structure of Bra in Tissue Lipids , Physiol. Rev. 37, 539, 

Oct ., 1957. The most recent but a rather incomplete review of the subject . 
6. Bronte, G., Studies on Li p ids in the Ner vous System. Acta Physiol. Scand. 18, Supp le. 

63, 1949. 
7. Sper r y, w. M., The Biochemistry of the Li poidoses, J. Mt. Sinai Hos p., 9, 799, 1943. 

An exce l lent discussi on of the possi ble causes of abnormal l ipid depos its. 
8. Carter, H. E., Galanos, D.S. , Fujino, Y., Chem istry of Sph ingol ipides. Can. J . Biochem. 

~Phys i ology. 34, 320, 1956 . A br ief review of modern concepts of Sphingo lipid structu re . 

Eos inophitic Granul oma 
9. Li chtensteiR, L. and Jaffe , H. L. , Eosinophel ic Granuloma of bone. Am. J. Path. 16, 

595, 1940. The f irst description of eosinoph i l ie granu loma as a sol itar y les ion . 
10. Green, w. ~Far ber , S. , Eosi nophylic or Solitar y granu loma of Bone. J . Bone~ Jt. 

Surg. 24, 499, 1942 . Oeser i bes nine cases of eostnoph.t I i c granu I oma a I I of whom 
hea led spontaneous ly or with X-ray . Suggest that this disease is a variant of 
Sch~l ler-Christ ian. 

I I. Jaffe , H.L. and Li chtenste in , Eosenophi I ic Granul oma of Bone, Am. J . Path. 37, 99, 1944. 
A further descripti on of eosinophi I ic granul oma as multiple granulomata of bone. Now 
agree with Farber that this is the same disease process as in S-C. 

Sch~l ler-Chr istian Disease 
12. Lichtenste in, L. , Histiocytosis x~ Integrati on of eosinophilic granu loma of bone; 
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Am. J . of Dis . Child 78, 694, 1949. Gaucher's eel Is found in assymptomatic parent of two 
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29. Ottenstein, B., Schmidt and Thennhauser, S.J . , Studies Concerning the Pathogenesis of 
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32. Christianson, 0.0., Experimental l esions produced by Cerebrosides. Arch. Path. 32, 369, 
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