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- | -
INTRODUCTLIUN

AND
HISTORCAL RisV LW

Dotdinitions -

A non-necplagtic leslon of unkown ctiology characterised
by an Iintense proliferatlon of reliculohistiocytic elements
with varying number of eosincophilic leucocytews, neuatrophilic
leucocytes, , Plusma celld upd multi-nucleated pglant cells

(Uchajowlcz 14B1).

Higtoricul review

Prior to 14940, tnere were only igclated roports degceribing
pranulomatous lesiong of bone with eoulnophilia
Otani and khrlich(1940) deucribed? cuses of "Jolitury
grapaloma of bonein which the higtologic picture
wug thut of granulomatoud logion composed preduop-

inately of higtiveytes aund cusinophilis,

During the same yeur lichtensbein wnd fuffe dosg-
cribed a similar lesion which they lubeled
"eoulnophilic granuloca of bone' and suggested thuat
Lt may huve o viral ebivlopy in view ol negubive -

¢terial culturea.

Otuin and Bhrlich supggented tr uma us u cuuge,
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and pointed out the similarily of one of thelr cades

to land-Schuller Christian diseuse,

Furber belelved that some publeals demonstruated uw
transitional form of the dlsease intermediuto between
conlinophilic granulomu and land-iichuller-Chriastian

digecuse,which would imply a relation between the 2.

Green and Murber(1942) described % cudes of eoginophilic
gradulomn of bone 1o childroen trom JL monbhur Lo L1
yeurs of upe und poinbed oul Lhutg-

i - The predominance for mules

iie The predilection for gkull, pelvia, riba,

vertebruc, lemur und hunerus.
1ii~ Yhe puthology in Lhe eurly stage wag one of
bune degtruction with nt'ilralion by ecosino-
phils and lurge phogocytbes,

iv—- The lesion of wvoulaophilic pruanulom: healoed
by various stuges ol transformntion in which
the lorge mondnucloewr cells become:s Lipopha-
ges und then developed the wppearancae of
foam cells,

Gruodunlly, the celils would be repluced by
fibrous conneclive Lisgue and ultimetely bone

would replace {tnis connectiv tlssue

Juflle und Lichtenstein(1944) supported the view that cosi-

nophilic granploww wan clinicnl maifestation of
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a basic disorder which included, Hand-Schuller-Chr-

istlan diseuse and Letterer-iiwe diseuge,
‘Phege uwuthors pointed ocut thut:-

Boginophilic granulomu, Hand-Schuller-Christian
disease and Letterer-Siwe diusengse may be considered
8 different clinical and unutomie expressions of

the sume buuic disorder
It was concluded thel -

1 - Bowinophllic prunulomu of bone represcnt the
mildest and wost loculiged Torm of the disorder

il ~ Letterer-giwe discuge repregents the pruvest
and most generulizedexpression of the dJdisorder

iii- Hand-Schuller-Chriaiiun digease representing its

moat chroniec wund proteun manifestution

Pongeti(1948)

i ~ Btressed the close aimilurity between .eosinoph-
ilic—gfanulomu of bone, Hund-Schuller-Cristian
diueuﬂé and Letterer-iiwe-diseuge und wluo emp-
hugized that lLhey were probubly differenl muni-
testutions of the sume buode disorder,

ii - He made & cleur distinction between the golita-
ry and the multiple forms ol .eosimophilliec gr-
anuloma, stating that in the solltary leslion
thu brognoais ig belLtoer wund that gurpieul cure- |

ettuge is usually/ curutive,
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iii~- It was his opinion thut multiple form of eogi-
nophilic grunulome: agu group wus more resist-

unce to therupy.

lichtenstein 1953 propoged bthe lerm "nistiocytogls X©
and defined further the putholopic inlerrelut-

ionships of the 3 proceusges

- He deseribed: -

I = Loculizod hislioeybonia-X o belogy equlvalent
to couinophilic ;rrawaulomn ol bune,

ii - The awcute disgeminute hisliocytouslsa.X ng belrny:
equivalent Letterer-Siwe dineuse

ili- The chronic digdeminuted hisbiocytosiu X, wuag
being equivalent Lo Haund-Lchuller-Chriastian

disenge,
Vo~

( Bburburod.L und Francls-K.C; 1961)

-

Histiocytoalgax

Detfinition
Is u pranulomatous hyperplagsia ot the reticul-
oendothelianl system involving usuwlly the boneg,
gkin, lungs, nervouy uyutem and frequently other

orgun s well ,

(Altmun.d und ¢inkelmunn -2« K 3y 1963)
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Synonymss

Hand-Sehuller-Christiun diseusve, eousinophilic granulomu,
Letterer-Siwe digease, xanthomutosis, reliculoendothel-
iosis, reticuloses, reticulcendotheliul grunulomu, ret-
iculo~granulomu, granulomatosiy, histiucytid granulo-
matosis, eosinophilic xunthomutous granuloma,, idlopat-
hiec histiocytosis, und progreussive diflrential Histice-
ytouig,

( Doede.. .G, und Bappupogdi i, 1967)

Nomenciuture ;=

-~ The term "histiocytosis X" wus introduced by Lichten-
gtein in 1953 and is now salgo frequeably used by others
ug o comprehensive designulion for the Lhree couaditions
(eosinophilic granuloma ot HBone, Letterer-siwe diseuse
und Schuller-Christiun digeuage).

- “An apprecinble number of such numes have swlready becn

proposed, wlthough non ot thegses 1s altogether osutisfu-

cltory in my opinion" (Louis Lichtenstem3l953)

In purticular, the degiynations cmploying "reticuloend-

otheliosis" ays their coentrul tiieme ure objectionable
for-two counts

First, the proliferating cells in question, tuough upp-
urently derived from reticulocudothelial cells ure alr-
eundly cleurly differentiuting us hiustiocytes dyspluying

phupocytic netivity.
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Reticuloendotheliosis is & generic term covering, prolif-
eratlon of reticuloendotheliul cells due to whatever cuu-
se und, asg gsuch, may have reference to neoplusia und reu-
ponge to abnormal lipid storuge, ws well wg inflummabory

hyperplusia of many types.

The denignations employing "reticulogrunuloma wnd reticu-
loendothelial grunuloma® (or prunulomuatodgis), somelimey
quulified as agystemic or primury, ure aomewhate bebier
from the twct thut they ot leual coavay Lhe fmprogsion ol
ind lammatoy regponse, wallnuupgh they wliso lock dgpeciticity
in that . they could be applicd with w much justification

to luberculosls, typhoid or brucellousia

The desipgnution cmploying "hiastiocceylic pgrunulomatosgia" the
game dlggent menlioned in regurd reliculoprunulome und re-

ticulo-condolhelial grunaloma nmnuy be expreassed

The desipnution of "eosinophilic xunthomdtous granuioma
seek Lo overcome this objection by relerdny Lo gpecliiic
feutures of the patholo;ic rouction

The desipgnation of "idioputhic histiloeytonia™ susugeated

itaelf, But thisg name apuin lacky apecilicity in that it

might wpply wo well Lo lesions ol soarcoidogla for cxuample

( Lichteuﬁbelnjlgbj)
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Claggificution Of Histiocytoaia X.

1,

3.

Histiocylbosis X, localized to bone(eosinophilic granulomu

golitury or multiple)

Histiocytesls X, disseminated, acube or subucute (L-35
syndrome)
8) With degtructive skeletul lesiona (I, G)

b) With transition to chronic phuse (3-¢ syndrome)

Hiastlocytouls X, disseminutoed, chroniec (3 C syndrome)

) With deulructive gkolelal Teotous (o, G)

b} With early extra-skeletul lesions(indicule gite resem-
bling 15, G)

c) With acute or subacule cxacerbution (L-9)

d) With inyolvement predowinuntly of boneas, lungs, pitul-
tary und/or bruin, skin, mucous membrunes{orul,unul,
genitul),liver or lymph nodeu, cthe,

(lichtenstein ;195 3)

It should be reraligzed that there arce limits to the uuc-

fulnesg ol clusgilicution in Lhiy digorder, aince trangitio-

nul cuses of hisliocytogis A combining teubures ot 2 or por-

haps all 3 typea the diseauo wure common, ''his caves are best

referred to gimply ug hiolioeytosiu x. without qualitfying

terms thut may imply prognousbic sienillcuuces

(ALtmund . and Winkelmano H.K;1965)
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Mallory has classified this group of diseases according
to the most frequent uge of incidence.
- Letterer-siwe disease occur-in infancy or early
childhood. It 1s oftent rapidly fatal and the
lesion are usualiy widely distributed through the

soft tissues occasionally the bones are involved .

- Hand-Schuller-Christiua disouue oceur in childern
or adults in chronic form; the skeletal lesion fr-
equently heals and there is somewhat leas involv~
ement of the .viscera than in Letterer-Siwe disease,
Healing occura by replacement of reticuloendothelial

cells with fibrous tissue and cholesteral depostis,
~ Bosinophilic granulomw of bone in children and you-
ng adults involves the bone primarily, with littel

or-no involvement of viseceru.

{ Hodgson, § HundKenndy 1.J.1951)

Williams und Dorfmen(1l979) argue convincingly that
these variougsyndromes should be grouped togethér
under the name Histiocytosis-x- as the prolifera-

tion of histiocyte occur in these varioussyndromes

(Mertin and David,1973)

Martin and David giuted that unifocsl and mul-

tifocal eosincphilic granuloma of bone and Hand-Schuller
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