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Ailesel Akdeniz Atesi

18 aylik erkek bebek, yasadigi yer Denizli (memleketi Sivasl ilcesi-
Usak ili)
 Anamnez: Dedesinden (annesinin babasi)

 Yakinma: Kizim dogum sonrasi 7. aydan itibaren adet gormeye
basladi. Yaklasik 6-7 aydir, adet donemlerinde emzirirse torunum
atesleniyor. Acaba bu donemde sutu zehirleniyor olabilir mi?

e Oyki: Antibiyotik ve ates disuriiciye ragmen 2-3 gin siren cok
yuksek ates ve huzursuzluk. Atesli donemde akut faz reaktanlari
yuksekmis (Lokosit, CRP, Sedimentasyon). Doktorlar muayene
sonrasi ek bir bilgi vermemis.

* Aile: Bilinen bir durum yok

e FM: Normal
e Lab: Normal



Ailesel Akdeniz Atesi

* 3 vyas kiz, yasadigi yer |\
Denizli  (memleketi
Bayburt)

* Yakinma: Kizimin
yaklasik 6-7 aydir, bir |
iki ayda bir sag dizi |
sisiyor bu doénemde
atesleniyor.




Ailesel Akdeniz Atesi

* Aile hekimimiz ortopediye "_
yonlendirmisti. Film cekildi, §
tahlil yapildi, antibiyotik ve
ates dusurucu ile 3-4 gln
gln icinde duzeldi.

* Ama tekrarhyor.

* Babasinda sik karin agrisi
ataklari oluyor, bu nedenle

doktoru kucuk kirmizi bir
hap kullandiriyor (Kolsisin)




Ailesel Akdeniz Atesi

e 18 yasinda erkek, 6-7
vildir sag ayak sirtinda
kizariklik ile birlikte
atesleniyor ve siddetli
karin agrisi oluyor.

—

* Cok kez hekime basvurmus, lokal jel ve
romatizma ilaci kullaniyor 3-4 gtinde geciyor.
Tekrarliyor, bu donemlerde okuldan kalyor.



Ailesel Akdeniz Atesi

e 20 vyasinda erkek,
siddetli karin agrisi ve
ates nedeniyle 3 yil
once apendektomi
olmus.

e 2-3 ayda bir 2-3 gun sureli karin agrisi ile birlikte
atesleniyor. Isine gidemiyor, halsizlesiyor.
* Apendisitim alindi ama sikayetlerim tekrarliyor.



Ailesel Akdeniz Atesi

e 16 yasinda kiz hasta acile
basvuruyor. Ates, sol yan agrisi
ve nefes darligi sikayeti var.

* Son 3-4 yildir tekrarlayan atesi
ve gogus agrisi var.

L

E-nabizdaki filmi (hasta iken)



Ailesel Akdeniz Atesi

* 16 yasinda kiz hasta acile
basvuruyor. Ates, sol yan agrisi
ve nefes darligi sikayeti var.

* Son 3-4 yildir tekrarlayan atesi
ve gogus agrisi var.

E-nabizdaki filmi (7 giin sonra)

e 4-5 glinde sikayetleri geciyor ve karin agrisi eslik etmiyor.
Tekrarlayan bu hadiseler menstruel siklus ile iliskili degil.
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Familial Mediterranean Fever
FMF

Ailevi Akdeniz Atesi

AAA



Ailesel Akdeniz Atesi

1908 Janeway — Mosenthal, ilk olgu sunumu

1945 Siegal S, Yahudi Allerji Uzmani, "Benign Paroksismal Peritonitis"
1946 Marmarah A, Tiirkiye Yahudisi, "Garip bir Karin Agrisi Sendromu"”

1955 Heller, israilli Arastirmaci, "Ailevi Akdeniz Atesi"

Ataklar m» Ates + Serozit + Yiiksek akut faz géstergeleri

Ikincil Amiloidoz



Ailesel Akdeniz Atesi

* Ailesel gecis
— Otozomal resesif (blyuk cogunluk)
— Otozomal dominant ?
* Otoinflamatuvar bir hastalik
— Ik tanimlanan
— En sik gbrilen
— En iyi bilinen

* Klinik bulgular ile tani konulan



Ailesel Akdeniz Atesi Epidemiyoloji

O Turkish people: 1 / 1000 O  Arabic people: 1/ 2600

O Ashkenazi Jewish people: 1 /73,000
. Armenian persons: 1 /500

. Sephardic Jewish people: 1 / 250-1000



Ailesel Akdeniz Atesi Epidemiyoloji

= Tiirk, Yahudi, Ermeni, Arap

Tastyici sikhgi

Prevalans m 1/250-1/1000

Hastalik sikligi beklenenden @

|

Turk AAA calisma grubu

™ Tiirklerde: 1/5

n=2838

Turkish FMF Study Group. Medicine, 2005
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Ailesel Akdeniz Atesi

Herhangi bir uyari ve kazanilmis bagisiklik
sisteminin katkisi olmadan gelisen inflamasyon
ataklar !

Antikor yok
Patoloji dogal immun sistemde
IL-18 aracili bir dogal immunite hastaligidir



Ailesel Akdeniz Atesi

ilk tanimlanan
en sik goriilen
en iyi bilinen
otoinflamatuvar hastalik

> Ates

» Karin agrisi
» Gogus agrisi
> Artrit

» Erizipel benzeri eritem



Ailesel Akdeniz Atesi Klinik Tanimlama

> Baslangic yasi: Cocukluk ¢agi (%65 <10y, %90 <20y)

Ortalama: 9.618.6 yil

Turkish FMF Study Group. Medicine, 2005

> Ates:
Tipik ataklar
38-402C
6 saat-3 gun



Ailesel Akdeniz Atesi

Serozal Tutulum:
Karin, eklem, gogus, cilt

Sure: 12-72 saat

Kendiliginden diizelir !

Tipi: degisken

Siklik: 1-2/hafta, ay, yil...

Atak aralarinda

g

\
A
BK #
> T ECH
CRP
A [saa
Fibrinojen
K

Fizik ve laboratuvar bulgular kendiliginden
normale doner

(Akut faz belirtegleri %30-60 sinirda veya yiiksek ! )



Ailesel Akdeniz Atesi Klinik Tanimlama

> Karin agrisi: Akut peritonit %95

Kabizlik, ishal %20

Akut karin ??

Distansiyon, tahta karin, direk ve rebound hassasiyet,
barsak seslerinde azalma (Hava sivi seviyesi)

Apendektomi olmus ama karin agrisi ataklari devam ediyor



Ailesel Akdeniz Atesi Klinik Tanimlama

> GOogis agrisi: Plorezi %25-%50
8 & e 9 perikardit
Genelde Tek tarafli

> Eklem tutulumu: Artrit %50
Monoartikiler, oligoartikiler, asimetrik

Diz, ayak bilegi, kalca, el bilegi

Akut artrit %75

Uzamis artrit %5
Artralji



Ailesel Akdeniz Atesi Klinik Tanimlama

O Akut Artrit

Kisa sireli
Prodrom @
Tam iyilesme

Dizler
ayak bilekleri

Ayak sirtinda erizepil benzeri dokiinti ve artrit

Artrit ataklar eklem deformitesi yapmaz



Ailesel Akdeniz Atesi Klinik Tanimlama

Uzamis Artrit

Aylar, yillar...
Kemik yikimi @

Eklem deformitesi (+)

Diz
kalga (sakroileit 0.4%)

Cok ¢ok nadir ve tedavisiz olgular Yalginkaya F. Brit J Rheum 1997



Ailesel Akdeniz Atesi Klinik Tanimlama

Erizipel-benzeri eritem

Dizin altinda
Bacagin dis yuiziinde
Ayak bilegi / ayak sirti

Sicak — hassas - sis

OTOBUS LEZYONU



Ailesel Akdeniz Atesi Klinik Tanimlama

Az gorilen bulgular

»Uzamis atesli (febril) myalji

Nadir goriilen bulgular

» Skrotal tutulum (Tekrarlayan Epididimiti taklit eder)
» Purpura nodil benzeri dokintuler

> Ulsere cilt lezyonlari

» Livedoid vaskilopati

» Amiloid disi glomeriler hastaliklar



Ailesel Akdeniz Atesi Iliskili Hastaliklar

» Vaskiilitler
(1 HSP (Henoch-Schonlein vaskiiliti)
O PAN

> Inflamatuvar barsak hastaliklari

O Crohn hastaligi

3 Ulseratif kolit

Spondiloartropati ( HLA B27 [-] / [+] )

Sakroileit

Akut Romatizmal Ates

vV V VYV VY

Juvenil idyopatik Artrit

(Henoch-Schonlein vaskiiliti)



Ailesel Akdeniz Atesi Tani

* Klinik bulgular ile konur
» Ozgiin tanisal test yoktur

—Tel-Hashomer kriterleri

— Livheh Kriterleri

—Yalcinkaya-Ozen Kriterleri
(Pediatrik AAA kriterleri)



Ailesel Akdeniz Atesi Tani

TEL HASHOMER TANI OLCUTLERI

Maijor Olgiitler

Tipik ataklar

Peritonit (yaygin)

Plorit (tek tarafli) ya da perikardit
Monoartrit (diz, ayak bilegi, kalga)
Sadece ates

Tam olmayan (inkomplet) karin atagi

nnhwnNneE

Minér Olgiitler
inkomplet ataklar
(asagidakilerden bir ya da ikisini iceren)
Gogiis
Eklem
Bacaklarda ¢ekilme agrisi
Kolsisine yanit

PWNPR

> 1Major

> 2Minor

1 Minor + > 5 destekleyici olgut

Destekleyici Olgiitler

1. Ailede AAA oykiisii

2. Uygun etnik koken

3. Baslangi¢ yasinin <20yas olmasi

Ataklarin o6zellikleri

4. Ani baslangig, yatak istirahati gerektirmesi
5. Kendiliginden diizelmesi

6. Bulgusuz ara donem

7. Akut faz yaniti géstergelerinden bir

yada fazlasinda yiikselme saptanmasi

(BK sayisi, ECH, fibrinojen, CRP, SAA)

8. Aralikh proteiniiri, hematiiri

9. “Akut karin” 6n tanisi ile laporatomi

yapilip neden bulunamamasi ya da apendektomi

Oykiisii
10. Akraba evliligi

Livneh A. Arthritis & Rheumatism 1997
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Rheumatology 2009; | of 4 doi: 10,1093 /rheumatology ken 509

A new set of criteria for the diagnosis of familial Mediterranean fever
in childhood

Fatos Yalgikaya' "'.. Seza Ozen™ iﬂe'.m:p Birsin I.:jl'z-r;almr . Nuray 'sl-:tm . Nilgiin ?ﬂkﬂl"‘., Ali Dﬁrmaiﬁ
ﬂzgur Kaaap;upur Atilla H. Elhan®, Bevza Duganm . Mesiha Ekim', Nazh Kara”, Nermin Uncu” and
Avsin BaLIml-nI.,lu

Objectives. Several sels of criteria mainly for aduits have been proposed for the diagnosis of FMF. The aim of the presant study is 1o validale
the mosi widely used diagnostic ‘Tel Hashomar critena in children and to establish a new set of criferia for usa in childhood.

Methods. The study group consisted of 170 recently diagnosed FMF patients who had mutations at both alieles. They were interviewed
about the presence of 35 feafures and manifestations of FMF af the time of diagnosis. Controls were consecutive patients without FMF
(=141} who had episodes of fever and dinical features mimicking that of FMF, The diagnostic performanda of the candidale features was
assessed by multiple logistic regression analysis.

Results. The sensitivity and specificity of Tel Hashomer criteria in our study group were 98.8 and 54.6%, respectvely. The multiple logistic
regression analysis showed thal S (lever, abdominal pain, chest pain, arhritis and family history of FMF) of the 35 candidate criteria
discriminate FMF from controls with a sensitivity and specificity of 88.8 and 92 2%, respectively. The presence of two or more of these five
criteria diagnosad FMF with a sansitivity of B6.5% and a specificity of §3.6%.

Conclusion. It was demonstrated that although the Tel Hashomar criteria were succassful in diagnosing tha FMF patients in childhood, its
specificity was definitely low in children. The new set of criteria has a high sensithvity and specificity for the diagnosis of FMF and is practical to
Lsa on an everyday basis.

Kev worps: Paediatric, FMF, Diagnostic criferia, Ted Hashomer criteria




Ailesel Akdeniz Atesi Tani

OLCUT TANIMLAMA
Ates > 38°C, Siire 6-72 saat, 23 atak
Karin Agrisi Siire 6-72 saat, 23 atak
GOgiis Agrisi Siire 6-72 saat, 2 3 atak
Artrit Siire 6-72 saat, 2 3 atak, oligoartrit
Ailede AAA Oykiisii

TANI > 2 Olgiit (+)

Duyarhlik:%86.5 Ozgiilliik:%93.6 PPD:%94.2 NPD:%85.2
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P2

Validation of the newly developed pedialric
criteria for the diognosis of Familior Mediterranean
feverina Iorﬁe iatric cohort of western European
children periodic fever

5 Fodwici, . Calcagno?. M. Finsiril, A Meini®, A viloked &M Cotioin®,
R Coorsl E2Zubar A Tommasnd M Baldl’ ) Frenikel. | Caccharin®™
A Mo 0 Sattero !

Auteinfammalion 010

B A g T o kel

n: 389 periodik ates
106 AAA

38 HIDS [ Genetik tani (+)

30 TRAPS_
215 mutasyon( -)

Conclusions
Pediatric FMF criteria show an higher specificity when compared to

Tel-Hashomer criteria.
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Rhsumatclogy Advances Access publishsd Sogust 5, 2010
RH ELIMAATOLLOOGY

Concise report A s el e L

Validation of the new paediatric criteria for the
diagnosis of Tamilial Mediterranean fever: data
from a mixed population of 100 children from the
French reference centre for auto-inflammatory
disorders

Anuveln Kondi', Véronigue Hentgen®, Maryam Pirom*, Alexin Letieroe?,

Bévarine Guilloume-Szitrom’ ond iIsabolle Konda-Paut®

100 FMF
28 PFAPA
12 periodic fever

Rheumatology key messages

e Clinical reasoning is the basis of FMF diagnosis in
children.

e The new Turkish criteria have a very high sensitivity
without better specificity compared with Tel
Hashomer criteria.

e The use of three Turkish criteria increases specifi-
city to 95%.
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Tel Hashomer kriterleri

Livneh kriterleri (Basit)

Pediatrik kriterler

Major kriterler:

1. Serozitin eslik ettigi tekrarlayan ates
ataklan

2. Predispozan hastaligi olmayan AA
tipi amiloidoz

3. Kolsisine yanit

Major kriterler:

1. Peritonit (jeneralize)

2. Plorezi (tek tarafl) veya perikardit

3. Monoartrit (kal¢a, diz veya ayak
bilegi)

4. izole ates

1. Ates: koltuk alti sicakligi> 38 ° C, suire
6—72 saat ve 2 (i¢ atak

2. Karin agrisi: 6-72 saat arasi ve 2 li¢
atak

3. GOgus agrisi: 6-72 saat arasi ve 2 (i¢
atak

4. Artrit: 6-72 saat sire, oligoartrit ve 2
Uc¢ atak

5. FMF'nin aile 6ykisi

Minor kriterler:

1.  Tekrarlayan atesli ataklar

2.  Erizipel benzeri eritem

3.  Birinci derece akrabalarda aile
oykus

Minor kriterleri:

1.  Birveya daha fazla siteyi etkileyen
inkomplet ataklar (karin, akciger,
eklemler)

2. Eforlailigkili bacak agrisi

3.  Kolsisine yanit

Kesin tani
2 iki major kriter veya
bir major+iki minor kriter

Kesin tani
2 1 major kriter veya

> 2 minor kriter

Tipik ataklar tekrarlayan ( > 3), atesli (38
° C veya daha yiiksek rektal sicakhk) ve
kisa (12 saat ile 3 glin arasinda) olarak

Kesin tani en az iki kriter

Yalcinkaya-Ozen, Rheumatology (2009)

tanimlanir Livneh, Arthritis Rheum, (1997)

Tel Hashomer criteria (1997)
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Ozkan E. Med Bull istanbul 1972
Goldfinger SE. N Eng J Med 1972

%75 TAM iYILESME
%95 BELIRGIN DUZELME

%5 YANITSIZ (tedaviye uyumsuz)

Zemer D. Arthritis Rheum 1991
Lidar M. Semin Arthritis Rheumatism 2004
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Historical View
edited by H. Yazic

The other physician behind the use of colchicine for the
treatment of familial Mediterranean fever

0. Aral', H. Ozdogan?, H. Yazici?

'Division of Rheumatology. Department
of Medicine, Istanbul Medical Faculty,
University of Istanbul, *Division of
Rheumatology, Department of Medicine,
Cerrahpasa Medical Faculty, University
of Istanbul, Turkey

Please address correspondence and reprint
requests to: Prof. Hasan Yazici, Safa sok
17/7 Kadikoy, Istanbul 81310, Turkey
E-mail: hyazici@atglobal.net

Clin Exp Rheumatol 2001 19 (Suppl. 24).
S13-514.

© Copyright CLINICAL AND
EXPERIMENTAL RHEUMATOLOGY 2001

Key words: Colchicine, FMF.

One of, if not the most, quoted papers
in FMF is the seminal article by Sohar,
Gatfni, Pras and Heller in the American
Journal of Medicine in 1967 (1). This
paper, based on the authors’'meticulous
clinical observations on nearly 500
patients with familial Mediterranean
fever (FMF) has, over the last four
decades, been a most valuable source
of reference for both clinicians and sci-
entists. In the Sohar article one finds
not only very useful information on the

myriad of clinical presentations of

FMF but also gets introduced to some
notable and far-reaching views on the
pathogenesis and genetics, including
the recently revisited concept of auto-
somal dominant transmission. Howev-

er, there is one, from the standpoint if

the medical historian, rather interesting
note in this article. In the section devot-
ed to the treatment the authors first
quote a long list of remedies reported to
be not useful and then continue with
their own experience with both IV and
oral colchicine and say that this drug is
of no help in FMF, either.

In 1972 Dr. Goldfinger of the Massa-
chusetts Hospital in Boston publishes
perhaps one the most famous letters to
the editor ever in the New England
Journal of Medicine (2). His letter
“Colchicine for Familial Mediterrane-
an Fever” describes five patients with
FMEF all prescribed colchicine and all
of whom make a remarkable recovery
from their illness once this age-old
Evervbodv

medicine is prescribed

Fig. 1. Prof. Emir Ozkan

in the small per of patients
among whom the attack preventing ef-
fect of colchicine is not that pronounc-
ed. There is little doubt that we and our
patients owe a lot to Dr. Goldfinger.

However, what is not widely known
about this wonderful colchicine-FMF
story is the contribution of another phy-
sician from a part of the globe as far
from Boston as the Eastern end of the
Mediterranean sea from the western
end of the Atlantic Ocean. Dr. Emir
Ozkan (Fig 1), a professor of Medicine
in the Department of Cardiology in the
Medical Faculty of University of Istan-
bul is from Sivas, a town in Mid East-
em Anatolia not only the heartland of
Turkey but also epidemiologically the
heartland of FMF (3). As a physician of
Anatolian background he feels respon-
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Kolsisin

Lokosit kemotaksisini inhibe ediyor (sitoplazmik
mikrotiibiller lizerine direk etki)

Lokosit ve endotel hilicreleri lizerindeki adezyon molekiillerinin
ekspresyonunu azaltiyor
(inflamasyon bolgesine lokosit goclinii 6nliiyor)
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KOLSISIN DOZU (ERiISKINLER)

1mg/g (amiloid gelisimini 6nlemek icin gerekli en diisiik doz)

2mg/g (amiloid gelisimis hastalarda kullanimi gerekli en diisiik doz)
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KOLSISIN DOZU (COCUKLAR)

Viicut agirligi ve yuzeyine gore ayarlanmalidir !

0.03 £ 0.02 mg/kg/g 1.16 £ 0.45 mg/m2/g

Kuicuk cocuklar daha yuiksek dozlara ihtiya¢ duyarlar!
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Anti TNF-a ilaglar (etanercept, infliximab) : TRAPS

Grateau G. Rheumatology 2004

IL-1 reseptor antagonistleri (anakinra) : CAPS, amiloidozis

Hoffman H. Mechanism of Disease,2004

Anti IL-6 reseptor AK (tocilizumab ) : RA iliskili amiloidozis

Okuda Y. Wiley Interscience, 2006

Anti TNF-a ilaglar (etanercept, infliximab) : AA amyloidosis (RA, Chron Disease, AAA)

Anelli MG. Arthrit Rheum 2005
Yiiksel S. Rheumatol 2006

Anti IL-1 insan monoklonal AK(canakinumab) : Direngli AAA

Hacithamdioglo DO, Ozen S Rheumatol 2012



Ailesel Akdeniz Atesi ve Ikincil
Amiloidoz

AA proteini (SAA)

Bobrekler GiS, KC, dalak akciger, kalp, tiroid, testisler, kemik iligi
S|kl|k' Sungur C. Nephrol Dial Transp 1996

Sefardik Yahudiler %80
Tirkler 60% Kolsisin 6ncesi donem
Ashkenazi Yahudileri, Irakli Araplar

AAA Tirk hastalar: %13
n:2828

Turkish FMF Study Group. Medicine, 2005



Ailesel Akdeniz Atesi ve Ikincil
Amiloidoz

#¥ Proteiniiri, nefrotik sendrom, bébrek yetmezligi .
Minimal lezyon

- o1?
# Kan basinci normal, hematiiri@ ~ Nastaligr:

#¥ Kortikosteroid tedavisi yanit @ 2% Tani: Doku biyopsisi




Ailesel Akdeniz Atesi ve Ikincil
Amiloidoz

Amiloidozis Riski

S Artrit ?

S Ailede amiloidozis 6ykiisu

Saatci U. Eur J Pediatr 1997
Yalginkaya F. QJM 2000

S Mutasyonlar: M694V (risk)

International FMF Consortium. Cell, 1997
Dewalle M. Eur J Hum Genet 1998

Livneh A. Amyloid 1999

Cazeneuva C. Am J Hum Genet 1999



Ailesel Akdeniz Atesi ve Ikincil
Amiloidoz

Amiloidozis Riski

AAA olan hastalarda MEFV genindeki degisimler
amiloid gelisme riskinin yegane belirleyicisi
degillerdir !

Yal¢inkaya F. N Eng J Med 1998
Samuels J. Medicine 1998
Yal¢inkaya F. Rheumatology 2000

Booth DR. QJM 2001



Ailesel Akdeniz Atesi ve Ikincil
Amiloidoz

ARTHRITIS & RHEUMATISM
Vol. 56. No. 5. May 2007. pp 1706-1712
DOI 10.1002/art.22507

© 2007, American College of Rhe:

Country as the Primary Risk Factor for

Renal Amyloidosis in Familial Mediterranean Fever

Isabelle Touitou.,! Tamara Sarkisian.? Myrna Medlej-Hashim.? Mehmet Tunca.,? Avi Livneh.,®
Daniel Cattan.® Fatos Yalqinkaya," Seza Ozen.® Hassan Majeed.,9 Huri Ozdogan,"’
Daniel Kastner,'' David Booth,'? Eldad Ben-Chetrit,'? Denis Pugnére,! Cécile Michelon,!
Fabiecnne Séguret,! and Ruth Gershoni-Baruch.'? for the International Study Group for
Phenotype—Genotype Correlation in Familial Mediterrancan Fever

AAA - Amiloidozis Riski
Ulke ! (vasadigi ve kéken aldig)

v'Cevresel faktorler
v'Hafif mutasyonlar / polimorfizmler

v'Enfeksiyonlar

“Cevre Teorisi”



Ailesel Akdeniz Atesi Genetik ve

Patogenez
Kromozom 16p
Pras E. N Engl ] Med, 1992
AAA geni (MEFV geni) Ekspresyon: Nétrofiller, monositler

Protein: Pyrin / Marenostrum
10 EKZON : Ekzon 10 Ekzon 2

O M694V, M680I, V726A, M694,
(patojenik allellerin %70-%85’i 10. ekzonda bulunur)

International FMF Consortium. Cell, 1997
French FMF consortium. Nat Genet 1997



Periyodik ates sendromlari ve
otoinflamatuar hastaliklar

IL-T0 IL-t8

FMF: Ailevi Akdeniz atesi

_ 0 e
< [t 128 LYACH FHLLE
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Ates ve

inflamasyon

o

Tartey S, K:

i TD. Infl in the pathophysiology of
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Ailesel Akdeniz Atesi Genetik ve
Patogenez
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Ailesel Akdeniz Atesi Genetik ve
Patogenez
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Ailesel Akdeniz Atesi Ayirici Tani

Periodic Fever, Aphthous stomatitis, Pharyngitis and
Adenitis (PFAPA) sendromu

Thomas et al. PFAPA sendromu tanisal Renko, et al. Onerilen PFAPA sendromu
kriterler yeni tani kriterleri

Erken yasta (bes yasin altinda) dizenli Dizenli, periyodik ates ataklari,

olarak tekrarlayan atesler oykiide =5 dlizenli atak gegmisi

Ust solunum yolu enfeksiyonu Ates ataklariicin baska bir aciklama
yoklugunda asagidaki klinik belirtilerden (6rnegin solunum veya idrar yolu

en az biri: aftalar, adenit, farenjit enfeksiyonu) yok

Siklik nétropeninin dislanmasi Oz ve aile gecmisine bagli olarak, siklik

notropeni ve genetik periyodik ates
sendromlari riskinin degerlendirilmesi

Ataklar arasi donem semptomsuz Ataklar arasi donem semptomsuz

Normal biyime ve gelisme Normal biyime ve gelisme



Ailesel Akdeniz Atesi Ayirici Tani

PFAPA
Periyodik Ates, Aft, Farenjit, Adenopati

PRINTO, Pediatr Rheumatol Online J, 2018

Sekiz kriterin en az yedisi:

Olmasi gerekenler
1. Faringo-tonsillit
2. Atak suresi 3-6 gln.
3. Servikal LAP
4. Periyodisite

Olmamasi gerekenler
1. Diyare
2. Gogus agrisi
3. Cilt dokuntlsu
4. Artrit




Ailesel Akdeniz Atesi

AAA cocukluk cagi baslangicli genetik bir
hastaliktir

Belirgin etnik kéken tercihi var (Ulkemiz)

Ataklar halinde 3-4 giinu gecmeyen ates, karin
agrisi, artrit, gogus agrisi ataklari tanisaldir

Bir veya birden fazlasi bir arada olabilir

Tant icin genetik inceleme zorunlu degildir
Kolsisin en 6nemli ve etkin tedavi yontemidir
Amiloidoz 6nemli bir komplikasyonudur



Ailesel Akdeniz Atesi Birinci
Basamak Saglik Hizmetlerinde
tanisi konabilecek bir hastaliktir



PAU COCUK ROMATOLOJi VE NEFROLOJI EKIBI



