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Back ground: M ilia-lik e  idiopath ic calcinos is  cutis  is  a rare  e ntity. O nly 19  

cas e s  h ave  be e n re porte d so far, th e  m ajority of th e m  de ve lope d in ch ildre n 

w ith  D ow n's  s yndrom e . Th e  m e an age  of th e  patie nts  is  10.3 ye ars , w ith  a 

s e x ratio of nine  girls  to te n boys . H ands  are  m ost com m only affe cte d.

Main O bse rvation: W e  re port a cas e  of a 69 -ye ar-old, oth e rw is e  h e alth y 

w om an, w h o de ve lope d m ilia-lik e  idiopath ic calcinos is  cutis  on h e r fore h e ad.

Conclusion: To our k now le dge , w e  re port th e  s e ve nth  cas e  occurring in a 

patie nt w ith out D ow n's  s yndrom e , and th e  first cas e  occurring in an e lde rly 

pe rson.

Milia-lik e  idiopath ic calcinos is  cutis  in an adult w ith out Dow n’s  

s yndrom e

Mayk e  H outappe l, Roos Le gu it, Vigfu s Sigurdsson
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Back ground

M ilia-lik e  idiopath ic calcinos is  cutis   (M ICC)  is   a  rare  

be nign disorde r first de scribe d by Sano e t al in 19 78

1

, 

and te rm e d M ICC by Sm ith  in 19 89 .

2

 19  cas e s  h ave  be e n 

re porte d so far, th e  m ajority of th e m  de ve lop in ch ildre n 

w ith  D ow n's  s yndrom e . W e  re port M ICC occurring on 

th e  face  in an e lde rly pe rson w ith out D ow n’s  s yndrom e .

Cas e  Re port

A 69 -ye ar-old h e alth y w om an w as  re fe rre d to our clinic 

be caus e  of num e rous  s k in-colore d, firm  papule s , 1-3 m m  

in diam e te r on h e r face , m ainly distribute d on  th e   fore -

h e ad (Fig. 1). Th e  papule s  h ad be e n pre s e nt for 9  ye ars  

and w e re  asym ptom atic. Sh e  de nie d any pre vious  traum a 

at th e  s ite  of th e  le s ions .

H istologic e xam ination of a biopsy spe cim e n from  a le -

s ion of h e r  face   and  re vis ion  of  h istologic  e xam ination

Figure  1

Clinical pre s e ntation of our m ilia-lik e  idiopath ic calcinos is  

cutis .
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done  8 ye ars  ago in anoth e r clinic, s h ow e d focus  of cal-

cium  in s upe rficial de rm is , w ith out s igns  of syringom a or 

inflam m atory infiltrate  (Fig. 2). Laboratory findings , inclu-

ding s e rum  calcium , ph osph orus  le ve ls , and cre atinine  

w e re  w ith in norm al range .

O n th e  bas is  of th e s e  path ologic findings  and clinical fe -

ature s , th e  patie nt w as  diagnos e d w ith  m ilia-lik e  idiopa-

th ic calcinos is  cutis .

Dis cus s ion

M ilia-lik e  idiopath ic calcinos is  cutis  is  a rare  de rm atolo-

gic disorde r th at w as  first de scribe d in 19 78.

1

 Clinically 

th e  le s ions  appe ar as  sm ooth , firm , s k in-colore d papule s  

re s e m bling m ilia. Th e y are  som e tim e s  s urrounde d by e ry-

th e m a.

6,10

Som e  papule s  h ave  a ce ntral crust, corre sponding to a 

trans e pide rm al e lim ination of calcinos is .

6,7,15

 Th e  dis e as e  

affe cts  prim arily th e  h ands  and fe e t, but m ay occur on 

oth e r parts  of th e  body. Involve m e nt of th e  face  h as  rare -

ly be e n re porte d.

1,6

  M ost cas e s  of th e  dis e as e  h ave  be e n 

re porte d in ch ildre n w ith  D ow n’s  s yndrom e   and/or syrin-

gom a.

1-3, 6-12, 15,16

In our cas e , adne xal cysts , adne xal tum ors , ve rrucae  pla-

nae  w e re  additional  diagnostic cons ide rations  at th e  tim e  

of biopsy. To our surpris e , h istologic e xam ination s h ow e d 

focus  of calcium , w ith out s igns  of m ilia, s yringom a or 

w arts . Laboratory findings , including s e rum  calcium , ph o-

sph orus  le ve ls , and cre atinine  w e re  w ith in norm al range , 

ruling out th e  diagnos is  of s e condary or m e tastatic calci-

nos is  (s e e  Table  1 for th e  ge ne ral diffe re ntial diagnos is  of 

M ICC

19

). Th e  patie nt de nie d any pre vious  traum a at th e  

s ite  of th e  le s ions . O n th e  bas is  of th e s e  findings  and clini-

cal fe ature s , th e  patie nt w as  diagnos e d w ith  m ilia-lik e  

idiopath ic calcinos is  cutis . To our k now le dge  th is  is  th e  

first re port of an e lde rly pe rson w ith  M ICC.

Milia-lik e  idiopath ic calcinos is  cutis  in an adult w ith out Dow n’s  s yndrom e , H outappe l e t al. 
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Figure  2

H is tology s h ow s  focus  of calcium  w ith in th e  s upe rficial 

de rm is  w ith  H E s taining.

Table  1

Dis orde rs  of cutane ous  calcification.

Dys troph ic

Autoim m une  conne ctive  tis s ue  dis e as e s , e .g. de rm atom yos itis , CREST 

Cutane ous  tum ors , e .g. pilom atricom as  

Infe ctions , e .g. paras itic 

Traum a 

Panniculitis  

Ge ne tic dis orde rs , e .g. ps e udoxanth om a e las ticum , Eh le rs -Danlos  s yndrom e   

Me tas tatic

Ch ronic re nal failure

    Calciph ylaxis  

    Be nign nodular calcification 

H ype rvitam inos is  D 

Milk -alk ali s yndrom e  

Sarcoidos is  

H ype rparath yroidis m  

Ne oplas m s  (e .g. m ultiple  m ye lom a, le uk e m ia, lym ph om a)  

Idiopath ic

Idiopath ic calcifie d nodule s  of th e  s crotum  

Sube pide rm al calcifie d nodule  

Tum oral calcinos is  

M ilia-lik e  calcinos is

Iatroge nic

Extravas ation of intrave nous  s olutions  containing calcium  or ph os ph ate  

Application of calcium -containing e le ctrode  pas te  for EMGs  and EEGs  

Application of calcium  alginate  dre s s ings  to de nude d s k in 

Live r trans plantation
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Th e  caus e  of M ICC is  unk now n. O ne  h ypoth e s is  is  th at 

incre as e d s w e at calcium  conte nt caus e s  calcium  pre cipita-

tion in th e  acrosyringium .

4

 Alte rnative ly, m ilialik e  calcino-

s is  cutis  m ay re s ult from  calcium  de pos ition in 

pe rs iste ntly inflam e d m icroe pide rm al cysts .

11

 Som e  au-

th ors  also h ypoth e s ize  th at le s ions  m ay re s ult from  locali-

ze d pe rs iste nt traum a.

13

  

To our k now le dge  19  cas e s  of M ICC h ave  be e n re por-

te d th us  far,

1-12,14-18

  and  only 6 of th e s e  cas e s  w e re   not

as sociate d w ith  D ow n's  s yndrom e .

4,11,14,17,18

 Th e  m e an 

age  of th e  patie nts  is  10.3 ye ars , w ith  a s e x ratio of nine  

girls  to te n boys . In Table  2 ch aracte ristics  of all re porte d 

patie nts  w ith  M ICC are  s um m arize d.

O ur cas e  is  unusual be caus e  th e  patie nt did not h ave  

D ow n’s  s yndrom e , th e  s k in le s ions  w e re  localize d on th e  

face  and  be caus e  M ICC is  uniq ue  in e lde rly pe rsons . Cli-

nicians  s h ould be  aw are  of th is  rare  be nign disorde r.

Milia-lik e  idiopath ic calcinos is  cutis  in an adult w ith out Dow n’s  s yndrom e , H outappe l e t al.
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Table  2

Ch aracte ris tics  of Patie nts  w ith  MICC.

Re fe re nce

(1)    Sano e t al.

(4)    Eng e t al.

(5)    Sh ibuya e t al.

(2)    Sm ith  e t al.

(6)    Maroon e t al.

(7)    Kanz ak i e t al.

(8)    Sch e pis  e t al.

(9 )    Sais  e t al.

(10)  Sch e pis  e t al.

(11)  Le e  e t al.

(16)  Patriz i e t al.

(15)  De laporte  e t al.

(12)  Sch e pis  e t al.

(17)  K im  e t al.

(3)    Kots uji e t al.

(14)  Roth  e t al.

(18)  Me h ta e t al.

        Pre s e nt cas e

Se x/Age

M/19

M/10

F/11

M/12

M/6

M/12

F/6

F/11

F/7

M/10

M/11

F/21

F/6

F/15

M/11

M/2

F/7

M/14

F/5

F/69

DS

+

-

-

+

+

+

+

+

+

+

+

-

+

+

+

-

+

-

-

-

Ca2+ /P le ve ls

?

N

Re fus al

N

N

?

N

N

N

N

N

N

N

N

N

N

N

N

N

N

Pe rforation

?

+

+

+

+

+

+

+

-

-

+

-

+

+

+

-

+

+

-

-

Dis e as e  

duration

?

1 ye ar

5 ye ars

1.5 ye ars

2 ye ars

2 ye ars

1 ye ar

3 ye ars

1 ye ar

?

?

1 m onth

1 m onth

1.5 ye ar

1 ye ar

1 ye ar

2 ye ars

2 ye ars

1.5 ye ar

9  ye ars

Location

H ands

Th igh s , s crotum  

fore s k in

Pubis

Palm s , s ole s

H ands , e lbow s , 

k ne e s , le gs , fe e t, 

face , w ris ts

H ands , fore arm s , 

th igh s , ne ck , face

H ands , w ris ts , fe e t

H ands , fe e t

H ands , fe e t

H ands , fe e t

H ands , toe

H and

H ands

H ands , w ris ts

H ands

Sole

H ands

H ands , e lbow s , lips , 

k ne e s

Ch in, ne ck , trunk , 

inte rtriginous  are as , 

e xtre m itie s

Face

Syringom a

PS

-

-

-

-

PS/PLS

PS/PLS

PS

-

PLS

PLS

-

-

-

-

-

-

-

-

-

CA

-

-

-

-

-

+

-

-

-

-

-

-

-

-

-

-

-

-

-

-

CA, calcifie d acrosyringium ; PLS, pe rile s ional syringom a; PS, palpe bral syringom a; TE, trans e pide rm al e lim ination; D S, D ow n's  syndrom e
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