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-)\ﬁuu)\osiéwon

(Kai n a)\)%/u(r'] EUTTEIPIA)

KwoTtag KwvoTtavto

AipgaTtoAoyikr KAIVIKN

Naiko Noookopei
ABrva



Oikoyevnc Meooyeiakocg NupeToc:

TO OUXVOTEPO
QTTO TA AEyOUEVO
«AUTO@PAEYUOVWON VOO |MOTO»

gival

-KANPOVOoUIKQ
-VEVETIKA ETEPOYEVN
-JN-autoavooa




To «AUTOPAEYHOVWAN / autoinflammatory VOGMATON
(6pog Tou 2000)

voonuarta ue KOINA KAIvika oTolyeia:
- ETTEICOOIA TTUPETOU

- apOpITIG
- TTOAUOPOYOVITIG

AAAa kai IAIAITEPOTHTEX



T1 €lval TO «KAOUTOQPAEYHOVWON»?

=) VOOTNMOTO OTA OTTOI:

EVW UTTAPXOUV (PAIVOMEVA PAEYMOVAG,
AEN utrapyouv
-oUTE EI0IKA AVTICWMNATO
-OUTE EPHPAVNG POAOG T AEHPOKUTTAPWYV
(Curr Opin Immunol 2000; 12: 479)
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TO «OUTO@AEYHOVW

OlaPEPOUV ATTO T

«OUTOAV



OTO KOUTOWPAEYHOVWON VOOAMATOR:
TTAOXEI N PUOIKN avooia

—> TO "0pXEYOovo OKEAOG TOU VOO OAOYIKOU UNXAVIOMOU

y

EVW.

OTO AUTOAVOOO VOO HaTa
TMAOXEI N ETTIKTNTN AVOOid



2TANIA aAAa TTOAY evdiagepovTa OI10TI,

Ol EMTTAEKOUEVOI UNXAVIOMOI,

Peupartogidric Apbpitng

AYKUAOTTOINTIKA GTTOVOUAITIC

euTAéKovTOl KAI
Nooog Behet

O€ voonuara Noéoog Crohn

uTTOTPOTTIAlOUCQ TTE

TTEPIOOCOTEPO OUYVA:
P e X Xpovia «TTUeNIKr QAgy

YUVAIKWV
MEPIKEC OAPKOEIDWOEIC

KATT



OIKOINENHZ MEZOI'EIAKOZ NYPETOZ

DépeTal ye TTOAAG GANa ovopaTa:
(KOTA OUYYPAPEIC KAl XWPEC)

[epiodik) N6oog
[1eP10BIKH KOIAIOAYIQ
[MapoguouIKG gUVOPOO
[1eP10OIKOG MNUPETOG
[1ePIOBIKN TTEPITOVITIG

Appuevikr) NOGoog

YTToTpOoT1TIalouca TTOAUOPOYOVITIC
[TapOCUOMIKI) TTOAUOPOYOVITIG
2.UvOpopuo Siegal-Cattan-Mamou

KATT



OIKOIN'ENHZ ME2ZOTIEIAKOZ NMYPETOXZ

YIOaTi TO TTOAAQTTAG OVOMATA:

givalr MIA véoog ...;;;
-] TTOAAEG ...;;;

... MATTWG UTTOPXEI
TTOIKIAAOHOP@IO TTAPOUTIAo NG
TNG id10G VOO OU

o€ ETTi HEPOUG TTANOBUGCHOUG.. . ;;;



Oikoyevng Meocoyelakog NMupeTog

KANPOVOUIKA VOO OG ME
UTTOTPOTTIA(OUOCEG ETTWOUVEG KPIOEIG
KOIAiag, Bwpakog, apBpwoewv
OUXVA JE TTUPETO.

KEMTTUPETN ETTEICODINKI) UMEVITIOO»

ETri eTTaveIANUUEVWY KPIGEWYV ETTITTAEKETOI ME
auUAogidwon veppwyv AA
—> VE@PIKN OVETTAPKEIO

10



Oikoyevng Meocoyelakog NMupeTog

-KANPOVOEITAl JE KUTTOAEITTOUEVO
XaPAKTNPO»

-0l «KPIOEIC» OEV E£XOUV EUPAV AITIO

-N oUXVOTNTO KUPAIVETAI
(KAAOOIKA «pnviaioay)

-OIAPKEI 6 PUE 72 WPEC

evapen Taidikn NAIKia, <10% PETA 7O 182 ETOG
11



Oikoyevneg Meooyelakog NMupeTog
otnv EAAGOQ TI cUNBaiVEI;

eival “avUTTapKTog”
(OTTWG TTAPAOOCIAKA OIOACKETAL...)

N
...UATTWC PEVEL “adIAyVWOTOGS
(OTTWG oupaivel kal aAAoU)...

12



Oikoyevng Meocoyelakog NMupeTog

OIATTICTWOEIG:
v n vooog yevika AEN gival cofapni

*' 7/ v' 01 Kpioe€ig TrpoAaufdavovTal pE aywyn
-~

\_\

OuUo EMIPYAAZEIZ:

1. Mepikoi odOnNyouvTal GE XPOVIA VEQPIKA
OVETTAPKEIX

2. O1adiayvwoTol TAAAITTWPOUVTAI JE
AOKOTTEG XEIPOUPYIKEG ETTEMPRATEIG
YId 600 JEVOUV adIAYVWOTOI

13



Oikoyevng Meocoyelakog NMupeTog

OUXVOG O0€ ATOoNa KaTtaywyns ERpaikng, ApMEVIKNAG,
ApafBiKnG, TOUPKIKAG....

.AAAA...
...TTOPATNPEITAI TTPOKTIKA 0€ OAOUG TOUGC MeooyEIOKOUG
TTAnBuououg

(6edopéva atro ItaAia-loTavia-Kotrpo KATT)

14



Oikoyevng Meooyelakog NMupeTog

OVEUPIOKETAI TTOYKOO IO !
(kaBo6Aou «MeocoyeIaKOG»)

15



Oikoyevng Meocoyelakog NMupeTog

TToId €ival N KataoTaon TG EAAGdag ?

YEWYPAPIKA:
gipeda “oprakn” xwpa
OTO «METAEU» EUupwTTNG-Aciag-APpPIKNG

IOCTOPIKA:

gxope katrou 3000 xpovia IGTOPIAG ATTO
EEveg €1I0BOAEG / KATAKTOEIG KOI OTTO «OUGH»
Kal O1TO «avaTOANR»

16



Oikoyevng Meocoyelakog NMupeTog
«oTravia (;) vooog»
MEXPI TWPO BEWPEITAI «CTTAVIOS» OTNV EAACOOR, .

-n d1ayvwon TiBeTal oTTAVIA...
-OEV UTTAPYXOUV «EIOIKOI». .-

«EOVIKO OPXEIO TTAOXOVTWV». .\

17



Oikoyevng Meocoyelakog NMupeTog

—>  «oTavia (;).-vooog»

ol TNQ2TOI Traoyxovreg. —>

KUPIWG HEAN «KPUAETIKWYV HEIOVOTATWYV»

—> OTTOPUYI «OTIYMOATIOMOU» — TTPOCHETO ENTTOOIO, KATAYPAPNG

apa EPOTNUD ...

18



0 Oikoyevng Meooyelakog lNupeTog

... Oewpeital «oTaviog» oTnVv EAAGOQ
aTTO «TTapAdoon» ;




MHMNQX ...

... OUTA N «CTTAVIOTNTA» Eival TTAACHOATIKN;;;
> TOV OI100OKOHNEDO WG «OTTAVIO»
>AEN AauBaveral utroyiv otnyv 00
>0 EAANVOG KAIVIKOG — N «EVAICONTOTTOINUEVOGY

> EAAEIYPN epyaocTnNPIOKANS ETIRERAIWONG. (MEXP!
TTPOCPATA)

20



>N EAAGOO YEITOVEUEI
ouxvortnta Meooyesiakou lNMup

Toupkia
Kutrpog
ITaAia (“Magna (

€ XWPES ME UYNA

U OTTWG:



empeRaiwon: yexp! To 1997 aduvarn

gpyaoTnpiokn emieBaiwon —TeAgiwg aduvarn SOKIPOTIES
IN VIVO: TTOAUTTAOKEG, ETTIKIVOUVEG, aVOKPIBEIG,
avaglomioTeg—test metaraminole

O1ayvVWOoT: HOVO ME KAIVIKA KPITNPIO(IOCTOPIKO /

TTPOOCWITTIKO-OIKOYEVEIOKO-QUAETIKO)TT.X- KpITApIla TEL -
HASHOMER

22



OMQ2: eav AAIAITNQ2TOZ EMIKINAYNOX

- OMUAOEIdwoN
- TTEPITTEC XEIPOUPYIKEG ETTEMRACEIG

ENQ:

EQPIKTN
N avakou®ion
TWV CUNTITWHATWY

ME KOAYXIKIVN

23



Oikoyevnc Meocoyelakog NupeTog

OUo oTaBuoi:

1974 KOAYIKIVN

(0 Peter Goldfinger - aAAa icwcg 1Tp



Oikoyevnec Meooyelakog NMupeTog

YIVETAI ATTONOVWON-KAWVOTTOINOoN TOU YOVIOIOU
EICAYETAI MOPIAKI) ECETAON «ETTIRERAIWONG»

25



-METAAAQEN £VOG YOoVIdiou

TTOU (PUOIOAOYIKA) KWOIKOTTOIEI MIA TTPWTEIVH

(«TTUPIVAY» i «HAPEVOOTPIVAY)



OIKOI'ENHX
ME2OIEIAKOZ INYPETO

XOPAKTNPICTIKA TTUPIVNG:

UTTAPXEI PUOCIOAOYIKA OE OAOUG MOG (TTOOXOVTEG
Kal un)

MRNA pOVO € KUTTOPO TNG
PAEypovwWOouUg avTidpaong

(TroAupop@OTTUPNVA, HOKPOPAYA, MOVOTTUPHVO)

27



XOPAKTNPICTIKA TTUPIVNG
KWOIKOTTroIEITAIL aTTO TNV TTEPIOX MEFV 010 XpWHOCWHO
16p13.3

MEYAAO yovidio (10 egwvia)

KWOIKOTTOIEI TTPOIOV ATTO 781 AMIVOEEQ «TTUPIVN»
AgITOUpPYIO-QiVIYHO

«OMOAoyia» aAAnAouxiwyv pOopPIoU TTUPIVNG GTTOVOUAWTWYV.

TEIPAMMATIKWG N atroucia MEFV —-AZYMBATH pe

emiiwon Tou eufpuou 28



Oikoyevng Meooyelakog NMupeTog

AiTIO:
METAAAGEEIC TNC TTUPIVNG

OUVNOWC ONUEIOKEG (EVva VOUKAEOTIOIO)
CTTAVIWTATA “TPITTAETTA”

EXOUV gupedei' > 218

(TroAAég a@opoUv 1 epiTTTwon 1 1 oIKoyEvEia)

29



Meiheinoglobinemias, alpha
Erythremias, alpha

Hanzdody anemias, alpha
Alpha-thlassemia/mental retardation
Axis inhibitor

Heptocellular carcinoma

s ein- Taybi syndrome

Tuberous sclerosis

Polycystic kidney disease, adult type |
Leukemia, acute myelomonacytic
vﬂ_‘llf"fl,lll"h‘,"l‘xl "l\l'}hi um

Epilepsy, myoclonic, infantile

MHC class Nl deficiency

Retinitis pigmentosa

Atopy, susceptibility to

(lycogenosis, hepatk, dutosomd

Medullary cystic kidney disease, autosomal dominant

onvulsions, infantile and paroxysmal choreoathetosis
Arthrocutaneouveal granulomatosis (Blau syndrome)
Paroxysmal kinesigenic choreoathetosis
Wilms tumor

Hypodontia, autosomal recessive
Cocaine- and antidepressant-sensitive

(Orthostatic intoerance

Leukemia, acute mye
Macular ||"','.(\_v;!w comea
Cataract, Mamer type

Norum disease

Fish-eye disease

Tyrosinemia, type I

Breast cancer antiestrogen resistance
Fibrosis of extraocular muscles, congenital
Fanconi anemia, complementation group A
[ymphedema with distichiasis

Spastic parapleqia

Chronic granulomatous disease, autosomal
Glant axonal neuropathy

Urolithiasis, 2,8-difydroxyadenine
Mucopolysaccharidosts

UV-induced skin damage, vuinerability to

90 million base pairs

Thalassemia, alpha

Heinz body anemia

Hemogiobin H disease

Hypochromic microcytic anemia

(ABA- transaminase deficiency

Cataract, congenital, with microphthalmia
Polycystic kidney disease, infantile severe
Ubiquitin-specific protease, herpes virus-associated
Xeroderma pigmentostm, group F
Microhydranencephaly

Tamm-Horsfall glycoprotein

Cerebellar degeneration-related antigen
Familial Meditetranean fever

Lickdle syndrome
Pseudohypoaldosteronism, type |

Batten dhsease

Mitral valve prolapse, famiial

Brody myopathy

Retinoblastoma-binding protein
Inflammatory bowel disease (Crohn disease)
Myxond liposarcoma, fusion gene in
(ylindromatosis, famiial

Spiegler Brooke syndrome

Townes-Brocks syndrome

Retinoblastoma

Gitelman syndrome

Bardet-Biedl syndrome

Leukemia, acute myeloid, MAE0 subtype

Ras-related gene associated with diabetes

Endometrial carcinoma

(vanan caranoma

Breast cancer, Jobular

(astric cancer, familial

Benzene toxicity, sus I‘|\HIII‘1I', 10

Leukemia, postchemotherapy, susceptibility to
Spll !

Stomatocytosis, dehydrated hereditary

xerebellar ataxia

Pseudohyperkalemia, familial

MEFV GENE LOCUS

METHIONINE

ISOLEUCINE

Amino Acid Substitution

Figure 3

MEAD] Mizsense Mutation. lustration of the ursplicsd MEF gane kocus with acoms |-10 depictad (1), the spliced mRRa
trarecript revRaling axon 2 and econ |0 and thair repactve cadon number dentfring where the nine mast comman mut.
tians far FMF hve been identified (k) 1 diagramillustrating the derreation of the M| mutation from eean 10 with the amina
acid miethioning (wild-tepe) substinited with isaleudnz at cadan 680 ().




Oikoyevnec Meooyelakog lNMupeTog
—> KAIVIKO ETEPOYEVAG

-KATTOTE ETEPOYEVNG METACU PEAWV OIKOYEVEIAC

Alakpivovtal 3 “@aIvOoTUTTOlI” TG, VOO OU

I, Il kau 1l

31



“QaIvoTuTToC I”

KAIVIKWG TUTTIKN €IKOVO

MOPIOKWGS OJOUYWTH

(N OITTAOG eTEPpOlUYWTNG



“@aivotuTtrog II”

QTTOUCIA KAIVIKWY CUUTTTWHATWYV
TTPWTN EKONAWOT AUUAOEIdOWON
MOPIOKWGS ONOCUYWTNGS 1 OITTAOG

ETEPOCUYWTNG

33



“(PGIIV()TU'ITOQ HI” («oiwmnAdssilent popen»)

TTANPNS ATTOUCIA CUHUTTTWHATWY

n poplakn oiayvwon mrpokutrTel TYXAIA
MOPIAKA = opoluywTtng 1 OITTAOG

ETEPOCUYWTNG

34



“(PGIV(’)TU'ITOQ 1] ¢ («o1iwTtrnAf/silent-yop@nR»)

Ymrapyxouv mTAnbuopoi (EBpaiol Askenazi
/[EBpaiol IpAK pe peyaAn ocuxvornra ViH
TTACYXOVTWY ONOCUYWTWV

mmou OMQz....
...KIVOUVEUOUV YIO aduUAOEIOWOoN
ETIRBAAAETAI EAEYXOG/ MOPIOKOG KOl VEPP WV

35



OIKOIN'ENHZ MEZOIEIAKOZ MYPETOX
(kaTavour METOAAGSEWY )

OATZEA
mF47aL
O WY 94
O E1480
o 30|
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Oikoyevng Meocoyelakog NMupeTog

EKTIMNOEIG.... av- o T

MeTaAAagn Trpo-

BIBAIKAC eTTOXAC (TTPIV -yiaTi 010000NKe, o€

10 2500 T.X.)... (katroioug)
TTAnGuopuoug n
, METAAAQEN?
1Tp’oe)\£uon -BloAoyiko
HeTahagng: TTAEOVEKTNHO

Mé&on AvaToAn... ETEPOTUYWTRV?

37
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Oikoyevng Meocoyelakog NMupeTog

TO TuNua pacg, atro 1o 1997 yexpl onuepa

£xel ueAETAOEI 1} / Kau eTTIRERAITEl =1 70MTEPICTATIKA TNG
VOOOU

UOPIOKIN MEAETN = ATTAOUGTATNH 40
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Oikoyevng Meooyelakog NMupeTog

ENAIAOEPON KAINIKO 2TOIXEIO:
OIaYVWOEWG TNG VOO OU....

-TO £€Va OTO TPIO EiXE XEIPOUPYNOEi YIA ~KOIAIOKA AITIA
KOl aTTO TA XEIPOUPYNOBEVTA:

TEooepa gixav uttooTei AYO eTeuBaoEIg
Kal aAAa Tpia TPEIZ etrepaceig

42



FAMILIAL MEDITERRANEAN FEVER

(eptrEIpia TNG KAIVIKAG paG)

O1aYyVWOEIG TTOU gixav OEcel D1APopPOoI 1aTPOI
TTPO OPICTIKNG OlAyVWOoNG:

CTTETTTIKO EAKOG»
KEVEPEBIOTO EVTEPOY
«XPOVIa ECOAPTNMATITIGC» (1T yUVaIKGV)
«XPOVIO OKWANKOEIOITIG»

«XOAOAIBiaoN-XOAOKUCTOTTAOEIO

43



3269 Chiturgia’Original article

CHIRURGLA 20006, 19: 000-000

Familial mediterranean fever in Greece:
surgical interventions before establishing the diagnosis

™. NIKIATEAS L,
G WMIARINOS FA ANDREOPOLILOS 2,

AL KANTA 2, O TSIGRLS 3, A GLIATNNOPOULLOS 3,

K. KONSTANTOPOUILOS 2

Adre. Acute abdomen crisis is a cavdinal feature in Familial
MMediterranean Fever (FIWMF). Many sufferers are subjected ta
emergency operations that prove unnecessary. This unnecessary
surgery is a well recognized problem of the disease.

Aderhiods. VWe evaluated the extent and firequency of surgical inter-
wventions in FIVLF cases before establishing diagnosis. The records
of FIVLF cases diagnosed and/for followed up in ot haspital were)
reviewed.

Reswfrs. In a total of 68 FIWLF cases, 32 were operated befoure diago-
nosis. Wlost cases were subjected to appendectomy. Sorwe were
repeatedly operated for other presumptive reasons (8 weretwice
operated:; 4 were operated three times). Afiter establishiment of
diagnosis, no mwore operations were encountesed.

Conclnsions. It seems that operations-ave less freguent after FIVIF
diagnosis has been established. Fraining of surgeons to FMF-
related problemnrs may optimize /«linical sKills aoid me dical judgzg-
ment in relevant situations.

KEY WORDS : Familial mediterrane an feyer —Gireece - Surgery:

amilial Wledirterraniean Fever (BENIEF) is an inherited auto-~

somal recessivedisorder.charatrerized by recurrent crises
of multi-localized painfiil polyserositis and fever. Ty pically.
it is manifesced as periodic crises of acureabdomen due to
asepric peritonirisil 1t i€ mainly confined i hliddle East pop-
ularions. Put it also @ccurs in Armenian and Tuarkey. Due to
migraraen., the-disgase gene has spread areund.all Mediter-
TanSan countries.

Despire our recent prograss in understanding molacular
kackground of FWIE the link berween the underlying genet-
ic defect and the clinical manifestadons remains unclear.2
Accordingly., FIWIE diagnosis still relies on clinical criteria.
Today the disease is classified within the group of auro-
inflammatory diseases.? These emerging diseases share

Acknowledgermernss. — The authors wish te thank Wls™W. Kalotychou for
her help in proparing the manuscnpt. This work 1s supportod by Arhens
University Grands INo. 7 V4398 L and INo. 7OF3,7 L43.

SL‘lbrnLl:l:cd 7
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Addiess reprint oqllests Tor K. Konstantopolloes, Fitst Department of
Internal Medicine ., Athens University Wledical School., 75 Whikras Asias
Strect, Athens- L LS27, Grecoe. E-mail: klconstan @ med. oa. g

WO, 19 - M.

ISecond Teaching D eparonent of Surgery

Arhens University Medi cal Schoeol, Athens, Greecoe
2Firse-dDe rrrrzent of Inmrermal Medicine

Arhens University M edical School, Atherns, Greece
S First Departrrent of Surgery,

Arhens - University Medical Schoeol, Athens, Greecoe

defects of thiednnate immune system. 1n this group more and
mrore. entides are nowaday s recognized., usually with inter-
related and sometimes owverlapping manifestatrions, FIWVIE
bBaing.rhe most common reprasantarive. Wolaecular Mology
dramartically allows for an sarly and accurate diagnosis
althouglh it seems thar FWIE confirmarion remains somerimes
hard despite the advent of DINA tests.+ The diagnosde diffi-
culties may worsen due to lack of professional experience,
especially in countries with disease rarity.

The most common manifescarion of FWVIE, abdonminal cri-
sis. the findings in physical examination together with thhose
in radiclogy and blood testing may be socongly suggestive or
ewven wpical for surgical abdonmen. This form of FIWIE cri-
sis.leads to emergency operarions that may prove abdomen
normal in many cases.*>7 However, one must keep in mind that
ewven in genuine FWIEF cases, exclusion of a surgical compli-
cation may be irnpossible, thus rendering an operation
unawvoidable. Theretore., even in experienced centers. the rate
of FIWlEF cases undergoing unnecessary surgery remains hiigh.,
ewven though thie problem has been sulbyject of only a few pulby-
licarions.

Greeceais a country with a rather underescimared prevalance
of the discase; accordingly, exposure of the medical profes-
sion is 11n11red 2.2 WWirlh an aim rto evaluate the stamas of sur-
gical interventions of FWILE we studied the surgical history
before diagnosis in 68 FIWIE cases.

MMlaterials and methods

We reviewead 68 sulbyecrs with an established FIWIE diag-
nosis regularly followed or treared in ourCenter, a terciary aca-
demic hospital. All 68 cases were Greeks, exceprions being
one Arab. cwo Armenians., one Jewish and one ltalian. The age

CHIRLURG LA L



(eptrEIpia TNG KAIVIKAG pOG)

TTPOEAEUON TTEPITITWOEWV:

KUpiwg EAANveG atro ABRva, apkeToi atré Podo
TTOAAOI HIKPACIATIKAG KATAYWYNG
uepikoi EAAnvo-ERpaiol (“PwpaviwTeg”)
MEPIKOI EAANVO-ApHEVIOI
Aiyol ApafBEg METAVAOTEG
EVag EAANVO-ITAAOG

i)



apxn dlayvwoTikng FMF

oi1ayvwon mravrotre KAINIKH

MOPIOKN MEAETN MOVOV YIA ETTIKUPWON

Mopiako6 TeoT: positive predictive value 70-80%

46



Oikoyevneg Meooyeiakog NMupeTog
olayvwoTika kpitnpia TEL HASHOMER

Meilova
1. urrorpommialouca EUTTUPETI TTOAUOPOYOVITIC
2. apuAocgidwon AA xwpic mpoodiabsoIKO rapayovra
3. EUVOIKIN aVTATTOKPION OTNV KOAXIKIVI

EAdooova

1. UTTOTPOTTIA{WYV TTUPETOG

2. EPUONMO WG EPUCITTEADG

3. vOOoo0G o€ ouyyevi 1ou BaBuou

oi1ayvwon

v «BeBaiax»: 2 peifova N Eva peiov Kal dUo eEAdcoova
v «miavn»: 1 peifov Kai 1 EAacoov
oTa TTaIdia N agia Twv KPITNPiwV dIaPOPOTIOIEITAl

47



KAIVIKWG «ETTIKIVOUVO ONMUEIO»

0 dppwaoTtoc amo FMF utropei va EXEIl auiyec
XEIPOUPVYIKO TTPOLBANUQ

TEKVOTTOINON UTTO KOAXIKIVN €ival AVETTIOUMNTN

48



Oikoyevne Meooyeiakog NMupeTog

ATTO TIC MEAETNOEIOEC TTEPITITWOEIC HAG
«AVTOXN OTNV KOAXIKiVN» POVoV 1

Ouo pe «phenotype Il»
(ME TTPWTN €KONAWON auuAocidwaon AA)

49



[MPOKTIKEG EPWTNOEIG TTOU APOPOUV TOUG
eTepOlUYWTES (“@opeic”)
«TTO00 APPWOTOC» €ival 0 eTepoluywTng ?
-KaTtrote TEAEIWC ACUUTITWHATIKOG
-KAaTtToTe £XEl PAEYPHOVWON EVEPYOTNTA
(TKE, CRP, SAA, Ivwa; B2m)

MONON epyaoTnpiokn

-FMF-like disease

ATTUpETa £TTEICO0IO/APOPITIOAC/KOIA aAYyWV 1y
EUTTUPETEG TTAIOIKEG KPIOEIG TTOU UTTOXWPEOUV JE
TNV EVNAIKiwonN 50



[MPOKTIKEG EPWTNOEIG TTOU APOPOUV TOUG
eTepolUYWTES (“@opeic”)

MTtropei va «trac¥el full» o eTepoluywTng ?

KAQOCOIKA AEPE «OXI»
Tote yiaTti katrote NO2EI ?

[TIBavov «ayvwaoTtn» JETAAAOLN OTO AAAO XpWHOGWUA

ANNA ptropei TTANPNG «aAAnAouxnon» va OEixXVvel Vd
MHN utrapxel aAAn peTAAAQCN

o1



OUVETTEIEG METAAAOENG?

UTTAPXEI BIOAOYIKO TTAEOVEKTNHO?

N METAAAAEN TTPOOIABETEI YIA GAAO VOO UATO
UTTAPXEI oXEon METAAAaCNG / BapuTtnTag?
TTPOKAAOUV VOOO Ol OUO Cis peTaAlaceic MEFV?

52



BepatTeia—KOAYXIKIVN
(atro 10 1974)

TTPOAAUPBAVEI-APAIWVEI TIC KPIOEIG
LMEIWVEI TOV KiVOUVO aNUAOEidwaoNg
Ogv avTIMETWTTICEI TNV idlIa TNV Kpion
atrotuXia o€ 20% (?)

—TOTE QOKIPadovTal:
«  AvraywvioTEG uttodoxEwv IL1 (Anakirna)
« Anti-IL1 Mab (Canakinumab)
« Anti-r-TNF (Infliximab)
« SSRIs
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FMF / amyloidosis




XNA= TTPO KOAXIKIVNG aiTia Bavartou (50-80%)

TTPWTN EKONAWON OTNV TTAEIOWNPIa:
AEUKWPATOUPIa

ATtrouo1alel oto 5%

BAGBN cwAnvaplakr)/KATTOTE KOl OTTEIPAMUATIKNA

MéEyeBoc veppwv OXI TTAVTOTE AUENUEVO
Tnv TTaBoAoyia Twv oUpwv KaBopilel N KaTavoun TNG AUUAOEIDIKAG

BAGBNG

2 WANvapIa —AeUKwWUa pévov

21reipappa —KAI kUAivopol

m < T

IMPDE"E0><ZE



FMF: eAcyxeTal n-AeukwuaToupia ava
6-uNVvo

I0TOAOYIKN €TTIBERaiwON
MEYIOTOTTOINON KOAXIKIVNC

KALI:

avTl-TNF, avaotoAéac ACE, atariveg, tocilizumab
(anti—IL-6-r mAD), eprolidase (Kiacta)

etri XNA : 01UAION, YETAPOOXEUON
META 1n petapooxeuaon: full d0on KoAxiKivng
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[evikn xxpxn XELPLOMOL TN
OX(MUAOELOWONC

ATTOKAEIZTIKA EPTO TOY EIAIKOY
KXAOTEPX TIXPpXTTOUTT XOB€evoLC o€
€LdLko Kevtpo

Royal Free Hospital, Lon

Polyclinico San Matteo-Pavi



via Tov Oikoyevil Meooyelako Tlupetoé otnv EAAGDQ

AvAyKnN EvNUEPWONG EAANVIKOU Kolvou (1aTRIKOU Kal un).

TTPOCAPMOYN EKTTAIOEUONG KAI JETEKTTAIOEUONG
aQvAyKN oUveEPYOaiag €I0IKWYV YIA Ta €10IKA TTPOLBA
opyavwon :

IATPEIWYV YIA TTACXOVTEG-UTTOTITOUG-OIKOYEVEIEG

OMAdWYV OTNPICNG-EVNMEPWONG



AUUAOEIdWON
TTPWTN TTEPIYPAPN:
Rudolf Virchow
(1821-1902)

DEUTSCHE P POST

=——BERII

«n larpiknA givail gia Koivwviki ETTICTAMN
n NMoAITikA &gv gival TTapd laTpIiKA o€ HEYAAN KAiJOKO»
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