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disappearancc of the menstnral cycle). Thc lalroratory te sts
i showed a ptqgressiye rise of hepatic and muscle enrymes (GOl
356 IJ/L,GPT 4hOIJIL,LDH 7LsUff'i} ANd ESR ANd PCR. ThE
thorapy was supplemcntecl with cyclophosphamicle as pulse

. trehtment of 50t) rng of cyclophosphantide every 4 wceks tor a
total of 4 pulses. Af this-point wé started therapy with intra-
venous immunoglobulins (400 mgitcg/day) on 5 consecutive
clirys cvcry month contiuuing prcdnisune in'dr:sos of 1 nlglkg/
day.
The patient was exanîined from clinícal and'itamunochcmical

;i points of view,beforo $tarting the infusional therapy rvith in-
travenous i.mrnunoglobulins and su-bsequently eactr month be-
fore the infusion.
Clinical improvefnent was observed during the first 3 cycles.
After thc 3rcl cyclc., fsver arrd asúcnia clisappcared ancl thc cu-
taneous lesions shclwed sigrrificant ir.uprovement. The levels of

serum hepatic and muscls enryrnes gradually returned within
the nonnzrl range (GOT 1S U/íL, GPT 10 U.iL, LDH 3A2lJiL,
CPK 176 UfI-) (Thhle T). At this pbint the dosc of corî.icrrster-

, oids r+ias reduced to 0.5 mg/kg/day.. i, i
. Whitre \rye are wriîing the present repofi, the patient is still con-

linging therapq :witfr intravcnon$ irurnulogltlbutins (IWG) at

a dosage of 100'mg/kg once a month zurd predni,rolte at the dose

of 5 nnglday '
Ths inltiat synrptoms and the cutaneous lcsions hare' complete-
Iy disappeared. AII th-e imrnunochemical tests carried out up

, to now remained wírlrin normal limits.
Intrav'enous inununoglobulin therapy hnu emérged over the last

decade aS a potentirilly uscful irrrmunorrroclulatar F u nustbcr
'of aut'Oimmune or imnrunomediated diseaSes (a-$.
llow IVlg'works is not coarpletely under3taad, Several mech-
ahisms have: beg-n identified and implicalcd in explaining IVIg's
iln nr un om o d ulàtory efteqts. I nté r acti.ons b etwe e n Fc fraglnen ts

of infused IgG.and'Fc receptors on ímmunocoqPetent ge_!s
lrav'e beeú dessi'ibed (7-8). Anti-inflammatory effects of IVIg
iil.clqde an'abilig to ldown-regulaic cytokiie producticlrr aud
disrni.q.sio.p by:lctived mafcophages (9): { numfier Gf imn:uno-

;i, modulatti;y qffeCts are thoiight fo res'irlt from the vrast nunrber
of anti-idiotypestolrtained in IVIg preparations.
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' Iutroocnous inrmrrnoglolulin (IVIg) has recently been shosn

to Lreuan effective freatment for refractary dermatclnryosítis in

thilcircn (1-3) and aduits. Hergvp describe another case of,Ju'

vcnilc l)ormatomyosiris ptr) which imp5oved dramatically af.

rer treatrnent with IVlg that was fefractary to corticrlsteroids
and cftotglic therapy. . D ,
A. C. agetl 14, a Caucasia4 feuraie, rrya$ first referred to our hos' '

pitirl in January 1993 beeau_so oli eryjheya'o_nd telangiectasil

bf tne face, upper limb*s ,anf,.trunk associated with a history-of
, r asthenia,'fevéi afi{ 'Wéig}t IosS for 2 months' Gottron's'P,aP:
' 

ulcs were pt*ser,t ón the $kin ,gf all fingers. Sh9, aluo_plesented
arthrtiti"q oî the knee.joigts aii{ a.vasculitis fbsióq'of thelche*t-

The diagnosis of derrnalomyositis was canfirmed byThe denr-

$nstratirrn of'high lcvels of íerum crsatine'phcsphohins, aldo-
, lase and lactate dchydrogenase, hepafic sn4/mcs (GCff:{0 !ttl:

GPT 73 lI/I. (n.v, up to 39),LDH 648 U/T.,(l-u. 230-4h0)' CPK
758 U/l (n. v. ?A^195), electrornl'ography and rnuscle biopsy. All
the immunological tests carried out (ANA, nDÎllA, anticardi-

;.
olipin, ENA, AECA, AIICA) were lrcgative.
Th; patient was initially treated rvith predr:isone ín dnses af
1 mgi@day for fwo months, without improveaent. h{oreover,

' after one month, the patient develtlped intolerancs tn the high
{oses'of corticosteroicl.{ (i.e", cutaneous striae ou tlre thighs,
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Anti-idíorypes may be <lirectcd against tlre recipient,autoanti-
bqdies (10-11) invohgúin thè irótbbgenesis of many autoint-
mune diseases including antiplatelet antineutroptil cytoplasm
(12) ancl anticardiolipiu. Anti-idiotypic antibodics may also
ùind and down regulai} the B-cell r.eceptorfor antigen thus de'
u easing autoant'ibo"dy'production' Anti-idiotypes rrray also in-
flEencethe functiqn of $cells reiultfurg in an activation or sup-
pression of th*ir activity (13). Theie is also evidence tùat the
èffccts of IVIg ap not solely related to the passivdtransfer of
blocking fgG 6ut reflect aÓtive and lqngstanding immunomod-
utation (1"4).
At prescnt ihe prirnary antibody immuùodeficiencies' immune
thrbmtrorytopenie purpura and Kawasaki's syndrome ar; tle
conditions for which there is a proYen role for IV[g use' In oth-
er autoimnurne djsofders the therapy also appears to bs efJec:
tive but tho studies tepórted to date cr:ntain small nunrbers ofl
patients.and mosl have bedn uncontrolled. Although we are
,o**" o[ tùe fact i]ah thé clihjcal imprpvement could be" as-
cribetl trr a detiyed effdct of sterrrids and cycloph'osphgiife
as well as to :thg natural fltrctuation of the'disebse; pe do be- '

licve,that ihe case presented is à furthor,demonstrati?n of the
efficacy of fVlg also iqJDwith sevcte syst-enic'vasculitis; As a
*uttet'éf f""t it*lgtler"py;was started X monJh after the last

. subministratien of.bclopÉóspbamide 
-a3d 

the iratienr still re-

- mains in remissiori altei 2+ monthe of Ig freatment. nbw re-
' dirceO to 1&0 nrglkg'oncea month. Despite the high cost of the '

-treatment, $'e suggest that lYtg shor,ild b& usèdmoqe ffequent-'
lv in auloimmune djsordcts of youngpati$nts be'ffiu*se this treat-
ment is safer than the cdnventional ifomurosuppressive thBr-
agy. trt is élear, hrvwever' thac thdre is a need for qell-degigned
qrítrolled.,trials also focu$ed.on esthblishing the opfiiual dos-
age in orrlerto reducc tùe bosts ofthetherapy. '
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ANTT-NEUTROPÍIIL CYTOPLASMTC A}ITIBO D -
IES IN EAMIf,IA{- MENTTERRANEAhI FE\IER

Tbthe,Edi tgr : ;  - .  "  . : ,
Familial klediteiranean Fever (FIUF) is a genetic disease of un-

knou"n aetiglog'1' chaiacrfcrized by recument episods$ of fever,
polyserositis., arthritis and erythematous skin f esions (1,2). An
'inftarnrn-atory 

reaction occurs during an acute attacki and the

serurn levils of aoute phase reactants inclurling ESR', C-reaà''
tive protein' a*d,fitrri*ogctÌ incrcase. Despite extensive $tud'
ies., the aetiologú: and pathogenesís of F MF rernained ohscure.
Because of cliniial resemblanse between FMtr and some au-

toimnlunediseffics such a$ $J$tÉmic lupus erythernatosu.s (SLE},

m.ftny clinicians t*vestigatcd nnd suggested an autoimru.une
rnechani$rri ín this'diselse (3,4). In additiorr, serrrm autoanti'
hodies have been found in FMF patieqts'(4)'

.
l'he clinicàl relevance of anîi-neutrophil cytoplasnric artoan-
tibodies (ANCA) is well established in the''diagnosis and rna$-
agemenl oflpatiCnts with neorotizing vassulitis and glameru-
lónephritís (5). Perinuclear staining A$m (pANCA) has bcen
recognizcd in patients wittr.irrflamniatoty bowel disease (6).

The most important target antigen of pAI'lCA is myeloperox-
idasetMP0) ancl-it react$ with antigens'wilhin the cyfoplasrn
r:t neutrophils (5)" In addílion, pa$rnurphonuc}e'ar leukucyto-


