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FAMILIAL MUL TIPLE LIPOMATOSIS 

N. Mohar

Dep11r1111,,111 o( /)('r111"""'<'111'reolo�_,. ( /i11ica/ Hospital '"Bra<;a dr Soho/". 
l,11fr,,rsity \frdical Sclu>ol. RijeJ..a. Y11J(oslal'i" 

Ab.11rac1. t\ fom,ly genealogy. compri,ing four ca�cs of 
farnilial multiple lipoma10,i,. rnaking their appcarance onc 
aflcr the othcr in three generation, i, rcported. Two cases 
\\ ith impressi, c clinical fcatures are pre,ented in deta,I. 
Th" report contribute, 10 the opion that the di,ea�e i, 
tran,mitted hy the auto,omal dominant route of inherit­
ance. 

A.n 11·ords. Lipomatosl\: Hereditar} di,ea,c: Dominat
,nheritancc 

1-amilial multiple lipomatosis ( 1-MLI is rarely a

hereditary di�ease. Ca\es dcscribed with an au­

tosomal dominant and. rarely. rccessive inhcritance

('.!. 4. 7) appearing in two and three generations can

be found in literature. Recently. ltalian authors re­

ported casc� of FM L in two families, with autoso­

mal recel>�ivc inheritance in four. and dominant in

1,.,.0 generations (5).

Our papcr deals with a familial genealogy (Fig. I) 

including four case� of FML. The disea�e was de­

termined in 3 of 6 ,urviving members of the family 
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and anamnestic data :,hov. ed the same changes in 

mother and grandmother (both deceased). 

CASE REPORTS 

Case I. K. I .. a 72-ycar-old farmer from Lak-Martin vil­
lage. on the island of Krk. SR Croatia. Yugoslavia. Ca,e 
history 'o. 10377/1978. 

Familial anamne,b: Hb father. who wa, bom in a 
neighbouring village died of ,tomach cancer. Hi, mothcr 
had numcrous •·swellings 

.
. on her trunk and arms that had 

.,ppeared in her twenty.fifth year of life. Her parer11s were 
from the ,ame place but they werc not related. His brother 
was killed in the war in his 19th year of life: one sister died 
from heart trouble whcn she was lifty. Neither showed 
,imilar ,kin change,. Three si,tcr, are still alive. One i, 
married and has four children. The other 1wo are unmar­
ried and have no i��ue. All are healthy and withou1 ,1-.in 
changes. 

The paticnt's wife is also healthy. Her parents were 
from the �ame place. and were not related. A daughter i, 
.i7 years old. She is not married and has "such swelling," 
all over hcr body. The ,on is 45 years old. married and 
childless. and has had the same swellings on trunk and 
arms since his 23rd ycar. though much smaller in size. 
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Fig. 2. Case I. (al An1erior 

aspect: (/,) po,1erior: (c) lat­
eral. (dl Detail of volar side 
of lcft forcarm. 



Per,onal anamnc'1,: The patient ha, nevcr bccn seri­
ously ill. The fin,t growth he noticed on the skin of the 
right forearm \\ hen hc v.as tv.enty. Similar growth, ap• 
peared ,md graduall} cnlarged on the trunk. arms and legs 
up to thc knees in thc course of hard work on the farm. 

Clinical features: Numerous tumorou, growth; ranging 
in �i,e from that of a haLcl nut tu that of a hen·, egg and 
even larger can be scen on the front and back :.ides of the 
trunL on the arms. and on )O\\er C\lremitie, ur to the 
knee,. rhe,e growth, arc round. sofl. movable m relation 
to the ,ub,lratum. ,mooth. hemi,pheric and painlc,s on 
pres,urc. The skin above the tumour� i� movablc. On 1he 
limh, the tumour, an: predominantly ,ing]e. v. hile lhose 
on thc trunk and bcll} "all arc numerous and grouped. 
forming ,n ,ome pl:icc, uneven plaque, of rnrying sile and 
form. Symmetric occurrence ha:. been observcd. The 
tumour, on the lowcr pan of the belly are so !arge that. by 
their own weight. In thc ,tanding position especially. they 
form mo hanging. ,acl, like gro\\lh, co,ering both groins 
(Fig. 211. b. c JJ. 

General ,tatus: Height 169 cm. body weight 95 kg. skin 
colour ycllowish. Vi:,ible mucou, membranes arc un­
changcd. Interna! (EKG). ocular. ncuropsychiatric (le.MG. 
EECGl. otorhinolar} ngological and stomatological clini­
cal findings are in the range of normality or else corre­
spond 10 the patient':, age. RR: 160/90. Hc doc, not 
smoke. but drinks about 1-2 litres of fortified winc every 
day. Roentgenologic photo of lungs: standard photo, of 
thoracic organs do not re�eal ,ign, of active intrapulmo­
nary change,. The heart ;hado,, i, of a h> penrophic con­
figurat1on. Retrosternal anu rcIrocardiac space:, ure nor­
mal. No pathological chages havc been noted in bonc, in 
roentgcnologic photos of skeleton. 

Laboratory findtng:,: Seroreaction, 10 syphili:, were 
non-reacth e: sedimentation 11/30: blood sugar 45 mg"i: 
leukocytcs 4 700: red and differential white count; were 
normal. Complete urinary status was normal: NPN in 
blood 31.46 mg"L Liver tc,b were normal; acidum 
uricum J J mg'f: I0Ial lipids I 170 mg'7r: chole,terol 260 
mg0i: tnglyceride, 6S mg'k. Lipidogram: alpha 2gr;: pre­
beta J"r: beta 68'1: I7-1..etosteroid, from the urine 11.2 
mg/2411: I7-hydroxycorticoids from the urine 4.4 mg/24h. 
All thc other laboratory investigation findings werc in the 
normal rangc. 

Pathohl\tologic d,agnosis: Lipoma (excised tumour 
from the right forearm 1. Large fal cell:,. peripherally sur­
rounded by thin fibrom capsule containing somc cnlarged 
blood ve%els. could be scen in thc preparation. Nuclei 
were \\ithout atypical forms and m110,e,. Therc were no 
sign, of an} other proliferation or innammation ( rig. 3). 

Karyognim: The analysis of chromosomes sho\\ed the 
male karyotype 46 XY. Aberration:, of chromosome, havc 
not been noled according to thc method applicd 10 
periphcral blood (ln,titute for General Biology. Medical 
Facult:,-. Univer<.ity of Rijeka). 

Ca"' 2. K. M .. a 47-:,-car-old. unmarried childle% \IOrk­
er who live, in thc "'me place on lhe is land of K rk. as 
patient no. I. 

Personal anamne,i,: Some soft growth:. appeared on the 
skin of thc arms ,�hen ,he was '27. I he same change'> later 
occurred on other parts of the body. ,preading gradually 
in lhe course of her lifetime. During recent yean, the 
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giowl11s began 10 ,pread morc rapidly. Somc parts of her 
body also becamc enlarged. She i<. no longer troubled by 
the disease and i, not sufTering pain, but she feels tired. 

Clinical feature,: umerou, <.tngle tumorous. ball-like. 
,mooth growth'>, movable towards the sub,tratum up 10 

hen'; egg size and larger. were visible and palpable under 
thc ,kin on her trunk and exlremities. Long thick folds of 
fat ti,sue have been formed on lateral sides of the thorax. 
A "lardy hanging belly" was markedly vi,ible. The 
buttocks are large and soft. with numerous, single, dcnse­
ly <.ituated smallcr and larger tumours. A large tumorous 
growth. the siie of an orange. could be <.ecn on the outer 
side of the right thigh (Fig. 4a. /,). 

General status· Heighl tn cm. body \\eight '.13 kg. Shc 
ne11her smoke, nor drinks. Menstruation, ure irregular. 
RR 150/100. The ,ame clinic.il and laboralory investiga­
tions were carricd out as in lhe previous ,ubjecl. The 
values for wtal lipid,, chole,terol. triglycerides and 
lipidograms \\ere \lightly bel0\\ normal. Other finding;, 
,1 cre in the normal range. 

Karyogrnm: ,howed femalc l..aryotype 46 XY. Aberra­
tions of chromosomes werc nol noted according to thc 
,ame method applied in the previous case. 

Pathohistologic diagnosis: atso revealed an encapsu­
lated lipoma. 

DISCUSSION AND CONCLUSION 

The incidence of FML and certain other lipo­

matoses is attributed lo endocrinc disorder�. 
traumas. hypercholesterolemia. neurotrophic le­

sions. and somc chronic infections (tuberculosi, 

and syphilis). Constitutional factor, \\.ith me­

tabolism disorders of lipid� and trophoneuroIic 

troubles in par1icular havc been mentioncd. Here<li­

ty musl play lhe main role in lhe origin of FML. and 
other exogenom, or endogenous facton, appear 10 

be of secondary imporIance. Consequently. some 
authors spcak of --conatal appcarance on 

di�embryonal �ubstratum being influenccd by in­

heritance. trauma or neurogcnic trouble, 
.. 

(2. 8). All 

clinical and laboratory invc�tigations carried out in 

our patients gave values in the normal range. 

Lipomas arc most frequent in thc third deca<le 

and less frcquent in the fou11h and the liflh deca<le 

of life in FM L. First tumours made 1heir appear­

ance in all ottr diseased �ubjects in the thir<l decade 
of life. 

The incidence and growth of tumour, in FM L i� 

asymptomatic. i.e. the sick do not -.uffer pain 
(lipomatosis indolens). Although thc clinical fea­

tures in our 1wo reported cases were markedly ex­
prc��ed. the patients did not suffer from any par­

ticular difficulty in carrying out thcir everyda:r 

phy�ical tasks. 
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FiR. 3. Large fat cells 
peripherally. surrounded by 
a thin tibrous cap,ule. :\'ucle, 
without atyp1cal forms and 
mito,cs (hematoxylin-cosin. 
X l'.?5). 

Fig. 4. Case 2. (a) Anterior 
aspect: (b) posterior. 



It has been observed that the discase occtir, more 
frequently "ith auto�omal dominant inheritance in 

two. three and more generations and is !.ometimes 

combincd with psychic and phy:,ical disorders. 
Ca�c� with rccc��ive inhcritancc have only rarely 
been reported C ). Our 4 <,ubject� \\ ith fM L in three 
generation� ,upport the theory of a dominant inheri­
tance. lf we cunsider thc incidence of the disease in 
four children of the youngest sistcr. whose �tatus i� 
unchanged. thcn we could speak about the po:,sibili­
ty of the recessive type of inheritance. 

FML ha:, bccn found twice as oftcn in malc� as in 
females. The dominant inheritance was noticed in 
32 familie, of 37 ob,erved. 16 of them showing a 
significant mule prevalcnce (7). Thcre was no sex 
prevalencc in our cases. 

Clinical differential diagnosis included tumorous 
growths in ncurofibromatosis. multiple leiomyoma­
to,is. generalized xanthomatosis and cystic growths 
in multiple ,teatocystomatosis. Becausc of its 
asymptomatic development and similar tumorous 
growths. thc last-named can cause the most diag­
no,tic troubles (I). Reliable diagnosis is established 
in doubtful cases by histopathological examination. 
Histological pictures of lumour� in our patients 
showed circumscribed encapsulated lipomas. 

Differential diagno:,tic FM L differ� from 
lipomatosis dolorosa Dcrcum. This disea�e :.ome­
times displays a similar clinical picture bul it is 
followed by pain as a dominant :,ymptom. It occurs 
more frequently in women in menopause and thc 
localization of lipomatous growths is more wide­
sprcad on thc trunk and upper extremitics. The 
familial incidence is very rarely observed (3). 

The term FM L ha<, often been used for similar 
lipomatoses �uch as lipomatosis Launois-Bensaude. 
This <lisea<,e has generated a multiplicty of 
:,ynonyms. being a polyetiologic syndromc with 
local. demonstrably �ymmetric, painless accumula­
tion of fat tissue. predominantly in the region of 

l4-802806 

Fomilial 11111/tiple lipo111a10.1i.1 513 

lymphatic tissue. The question of inheritance and 
the familial hereditary disposition has not been firm­

ly establil>hed in spite of some cases reported in the 

literature which support this opinion. Chronic al­
coholism with disordered fat metabolism has oflcn 
been mentioned as one etiologic factor (6). 

It can be concluded. finally. that our cases can be 
readily excluded from all other lipmatoses and simi­
lar disea:,c:, on the basis of their gene,i'i. form. 
painlessness and dominant inheritance of the <lis­
case. 
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